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Cnucok coxkpameHui

IIXHH — nepBruyHas XpoHUYECKast HANNIOYEYHUKOBAsI HEJOCTATOYHOCTh
AKTT — anpeHOKOpTUKOTPOIHBINA TOPMOH

KPI" — KOpTUKOTPONHH-PUIU3UHT-TOPMOH

A/l — apTepualibHOE 1aBICHUE

AR — ayTOCOMHO-pEeIIMCCUBHBIN

AD — ayTOCOMHO-/IOMUHAaHTHBIN

X-linked — X-cuerieHHbII

H®II — napymenue popmMupoBaHus mosua

I[THC — uenrtpanbHas HEpBHas CCTEMA



Tele/IHbI H onpeacjacHus

[lepBuuynas xpoHMYecKass HaamodeyHukoBas HexoctarouHocts (IIXHH, Oonesns
AnucoHa) — CHHIPOM, OOYCIIOBIECHHBIH HapyIICHHMEM CHHTE3a U CEKPEeLUUH KOPTH30Ja W/WIH
aJIbJIOCTEPOHA, B OCHOBE KOTOPOT'O MOKET OBITh HEMOCPEACTBEHHOE MOBPEXKICHHE HAATIOUEYHHUKOB,
BPO’KJECHHBIE TIOPOKHU PA3BUTHSL, PEIKO — HeUYBCTBUTENbHOCTH K AKTT .

BropuuHas HaaO4YeYHUKOBAs HEJOCTATOYHOCTh — CUHIPOM, MPOSIBIISIIOIIMICS CHUKEHUEM
CHUHTE3a KOPTU30JI1a U3-3a HapylleHus cuHre3a u cekpeuun AKTT.

AJnpeHanoBblil Kpu3 (COJNBTEPSIOINMN KPU3, KPU3 HAANOYEUHUKOBON HEAOCTATOHOUTH) — 3TO
KHU3HEYTPOXKAIOILEe COCTOSIHUE, XapaKTepU3yIoLeecs ocTpoi KapAMOBaCKYJISIPHOI
HE/IOCTaTOYHOCTBIO M TPYOBIMHM 3JIEKTPOJIMTHBIMU HApYIICHUSMH, CBS3aHHBIMH C AepuuuTOM
IIIOKO- M1 MUHEPAJIOKOPTUKOUOB, U XapaKTepU3YyIOLIeecs TMIOTEH3UEN, TUIIOBOJIEMHUEH, IIIOKOM U
HapyLIEHUSIMU CO3HAHUS Pa3HOW CTETIEHHU.

Opdannoe 3aboneBaHne — penkue 3a00JeBaHUs C paclpOCTPaHEHHOCThIO He Oosee 10 Ha
100 000 nHaceneHusl.

AIpEHaIIKTOMHUS — XUPYPTUUECKOE YAAIEHUE OJJHOTO UM JIBYX HAJIIOYEYHHUKOB.



1. Kparkas nadopmanus no 3a00/1¢eBaHUI0 WJIH COCTOSIHUIO (TpyIe

3200J1eBaAaHUI MJIA COCTOSIHU)

1.1 Omnpenejenne 3a00JeBaHHsl WM _COCTOSIHUS _ (Ipynnbl _3a00JIeBAHUN __ WJIN

COCTOSIHMA)

Ha,Z[HO‘-Ie‘-IHI/IKOBaH HCAOCTATOYHOCTh, WM THIIOKOPTHOU3M, — O3TO IMATOJOTUYCCKOC

COCTOSIHME, BBI3BAHHOE CHM)KEHUEM CEKPELUU KOPTH30J1a, KOTOPOE MOKET COIPOBOKIATHCS TAKKE
NePUIUTOM MUHEPATIOKOPTUKOUIOB U HAIMTOYCYHUKOBBIX aHIPOTeHOB| 1]

[lepBuunas HagnmouewnukoBas HemocTatodHocTh (IIXHH, Gone3sns ApnucoHa) BhI3BaHa
HENOCPEACTBEHHO MAaTOJIOTMEM CaMUX HAAINOYEYHUKOB, a HE C HapylIEHUEM THUIIOTalaMo-
runou3apHoi perysinuu ux paboTsl. [Ipu mepBUYHONW HAANOYEUHHMKOBOM HEJOCTATOYHOCTHU
HapsALy ¢ JePUIMTOM TIIIOKOKOPTHUKOJIOB B OOJBIIMHCTBE CIIy4aeB PAa3BUBACTCS TAKXKE NCPHUIUT
MUHEPAJIOKOPTUKOMIOB ¥  HAJANOYEYHMKOBBIX  aHJPOreHOB. BropuuHas u  TpeTu4Hasd
HAQ/MOYCYHUKOBAS ~ HEJAOCTATOYHOCTh  BBI3BAHBI ~ HApPYLIICHHEM  CEKpelUH  TUIOo(PHU30M
aapeHokopTUKOTponHoro ropMona (AKTI') u runoranamycom KOpTUKOTPONUH-PUIM3UHT-TOPMOHA
(KPI'). [1]

AJnpeHanoBblii Kpu3 (COJBTEPSIIOIINNA KpU3, KpU3 HAAMOYEYHUKOBOW HEJOCTATOUYHOCTH) —
9TO  JKHU3HEYIPOXKAIOIEE  COCTOSHUE, XapaKTepU3YyIOUleecsl OCTPOM  KapAMOBAaCKYJIIpHOU
HE/IOCTaTOYHOCTBIO M TPYOBIMHM 3JIEKTPOJIMTHBIMU HApYIICHUSMH, CBS3aHHBIMH C AepuUIUTOM
IIIOKO- U1 MUHEPAJIOKOPTUKOUOB, U XapaKTepU3yIOLIeecs TMIOTEH3UEN, THIIOBOJIEMHUEH, IIIOKOM U

HapyLIEHUSIMU CO3HAHUS pa3HOU cTeneHu|1].

1.2 DTHOJOrHUS U NATOreHe3 3200J1eBAHNSA U COCTOSHUA (rpynnbl 3a00JJeBaHUI WU

COCTOSIHMA)

[IXHH — 370 rereporeHHas rpymnmna 3a00JeBaHUi, BBI3BAHHBIC PA3TUYHBIMU MPUYMHAMU U

HMMEIOIINMU pa3Hbli marorenes|1,2]:

-HapylIeHue 3MOpPHOHATBHOU 3aKiagku U (HOPMHPOBAHUS HAAMOYCYHUKOB BCIEIICTBUE
FeHETUYCCKHX MOJIOMOK;

-HACJIE/ICTBEHHbIC HAPYILIEHUS CTEPOUIOr€HE3a B HAIIMOYEUHUKAX;

-HaCJIeJICTBEHHAs pe3UCTEHTHOCTH K AeiicTBruio AKTI;

-pa3pyiieHue TKAaHM HAAMOYEYHUKOB BCIEJACTBHE HWH(MEKIIMOHHOTO, OIyXOJEBOTO,

ayTOUMMYHHOTO TIpoliecca, HH(PUIBTPATUBHBIX 3a0ofeBaHMii (HampuMmep, TeMOXpPOMATO3),



Oosie3Hell oOMeHa BemiecTB (Hamp., X-CICIUICHHAsS aJpPCHOJICHKOAUCTPO(Hs), KPOBOUBIUSIHUS B
TKaHb HAAIIOYCYHUKOB,

-aIPCHAIIDKTOMHUS. — XUPYPrUYECKOE YyAAJICHUE HAAIIOYCYHUKOB [0 IIPUYUHE APYTUX
3a00JIeBaHUI;

-IIPUEM HEKOTOPBIX JIEKAPCTBEHHBIX MIPENapaToB

[Toxpo6nas knaccudukanus [THH ¢ ykazanue stnonorun npeacrasieHna B Tadnuue 1[3]

1.3 DnuaemMuoJiorusi 3a00JeBaHUA WJIH COCTOAHUA (Tpynnbl 3a00JeBaHUN WU

COCTOSIHMA)

Hannpix no pacnpoctpanénnoctu [THH cpenn nereir B Poccun ner. Bee 3aboneBanws,

conpoBokaaromuecst [IHH B neTrckoM Bo3pacte OTHOCATCS K OphaHHbBIM.

1.4 Oco0eHHOCTH KOJIUPOBAHMUSA 3a00JIeBAHUS HWJIM _COCTOSIHUA (IPYyNnbl 3a00JeBaHUil

MJIM COCTOSTHMI) M0 MeKAVHAPOIAHONM CTATHCTHYECKON Kaaccudukanuu 00J1e3Heil 1 mpooJiem,

CBA3AHHBIX CO 310POBHEM

E27.1 TIlepBuuHas HEIOCTAaTOYHOCTH KOpBHI HAAMOYEUHUKOB (00Ne3Hb  AJTUCOHA,
ayTOMMMYHHO€E BOCIIaJIEHHE HAJAI0YEUHHUKOB)

E27.2 AnnuconoB kpu3 (aapeHaloBbIN KpU3)

E27.3 MeaukaMeHTO3Hasi HEAOCTaTOYHOCTh KOPbI HAAIOYEUHUKOB

E27.4 Hpyras 51 HEYTOYHEHHAs HEAOCTaTOYHOCTH KOPBI HAAIOYEYHHUKOB
(HagnmoyeyHUKOBOE(bIi): KpOBOTEUCHHE, MH(APKT; HEJOCTATOYHOCTh KOPbI HAAMOYEYHHKOB
BJ1Y; runoanbaocTepoHn3M)

E35.1 Hapymenus HaANMOYEYHUKOB TpU OOJIE3HAX, KIACCH(PULIMPOBAHHBIX B JPYTUX
pyOpukax (6one3ns Ammucona Tybepkynesnoi stuonoruu (Al8.7), cunapom Yorepxayca-
OpunepukcerHa (MEHMHTOKOKKOBBIH) (A39.1))

E89.6 T'umodyHkuus KOpel HaIMOYEUHUKOB (MO3TOBOTO CIIOS), BO3HHUKIIAsS TMOCHE

MEIMIMHCKUX TIPOLIEAYP

1.5 Kaaccudukauus 3a00/1eBaHUs WIN _COCTOSHUSL (TPynnbl _3a00J1eBaHU _MJIH

COCTOSIHMA)

[TXHH noppa3aensioT Ha HacieICTBeHHbIE GpopMbl U npuodpereHHble. K mpuobdpereHHOM

[IXHH oTHOCAT HaAlOYEYHHWKOBYIO HEIOCTATOYHOCTH BCIIEACTBUE AECTPYKLMH HAANOYECUHUKOB
(oHKONOTHYECKHE 3a00JICBaHMS, KPOBOMIHSIHHS, MH(EKIIMOHHBIE 3a00JeBaHUS HAAMOYCYHUKOB
(TyOepkyne3Hoe, rpuOKOBOE TMOpa)XeHHE)), ayTOMMMYHHOE BOCHAJIEHUE, aAPEHATIKTOMUU U Kak

no0oYHBI 3(PQEeKT NnpremMa HEKOTOPHIX JIEKAPCTBEHHBIX NpenapaToB (MHTHOUTOPHI (EPMEHTOB
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CTEpOMIOTE€HE3a (MUTOTAH, KETOKOHA30J1, METUPAIIOH, 3TOMHUIAT, AMUHOTJIyTETUMU) , TIpENapaTsl
YCUJIMBAIOIIME METAaboNM3M  KOpTH3oyia (Hampumep, THPOKCHH), wuHruoutopsr CTLA-4
(YBeMMYMBAIOT PUCK MPHOOPETEHHOT0 ayTOMMMYHHOT0 ajipeHanura))[1-3].

Knaccudukarus nacnencrsennsix ¢popm [THH npusenena B rabnure 1

Tabmuua 1. HacnenctBenHbsle opMbl EPBUYHON HAANMOYeYHHKOBOM Hemoctarounoctu (T.

Kirkgoz, T.Guran, 2018 ¢ 1onoJHEHUSIMU)

[TaTonoruueckoe cocTosiHUE OtBerctBeH | XapakT | OCOOCHHOCTH KIMHUYECKOW KAPTHHBI
HBII reH ep
Hacleq
OBaHUS

1. HapymeHnusi creponioreHesa

Hapymenue mpancnopma xojiecmepuna

Bpoxnennas nunoupnass runepriasus | STAR AR H®II, 46, XV, rumoroHaausM, OOBLIYHO
HaJIIOYE€YHUKOB YBEJIMYEHHbIE HAIIOYEUHUKHU
Bpoxnennas TUCYHKITUSL KOPBI
HaJIIOYE€YHUKOB
CYP21A2 AR HO®II, 46, XX, runepanaporeHus
CYPI1IBI AR H®IL,46,XX, runepannporeHusi, aprepualibHas
TUIIEPTEH3Us
CYPI7A41 AR H®IL,46,XY, apTepuabHas TUIIEPTEH3HS,

HepBI/ILIHI)II\/'I THIIOI'OHAJU3M

POR AR H®II, 46, XY u H®IL46,XX, nepBUYHBIL

TUIIOTOHAAU3M, CKCJICTHAA I1aTOJIOTUA

HSD3B2 AR H®I1,46,XY u HOIL46,XX, npexaeBpeMeHHOE
aJpeHapxe, THUIEPAHIPOreHUs] y MalKUEeHTOB

KCHCKOro 1oJja

CYPIIAI AR H®II, 46,XY, nepBUUYHBIN THIIOTOHATU3M
Jlepekmbl cunmesza u memabdonuma
Xonecmepona
Bonesns Cmut-Jlemmu-Onurg DHCR7 AR 3a/lepIKKa YMCTBEHHOI'O pa3BuUTHI,
KpaHuoganuaibHas MalbhopManus, 3aJaepiKKa
pocTa, NOBBILIEHHUE 7-ETHIPOXO0JIECTEPOIIA KPOBHU
AGeTanumonpoTenHeMHUs MTP AR Arakcusi, peTHHOIIATHS, aKaHTO3, MaJTbabcopOIms
Familial hypercholesterolemia LDLR AD KcanToMBl, kcaHTETa3MBbI
Sitosterolemia (Phytosterolemia) ABCGS AR Huskuii  pocta, mNepBUYHBIA TMIIOrOHAAM3M,

ABCGS
KCAaHTOMBI, T€MOJINTHUYECKAsl aHEMUs, APTPUTHI,

IIPOrPECCUPYIOIMI aTEPOCKIIEPO3, paHHss

8




CMEPTH OT CePACTHO-COCYAUCTHIX 3a00JICBaHUI

2- JucreHe3usi/ TANOILIAZHA

HAAIIOYCYHUKOB

Be3 cunopomanvrozo penomuna

X-cueruieHHass BpoxJAeHHas runomiazus | NROBI X- 'MnoroHagOTpONHBI  TUNOrOHAAU3M, HWHOTAA
HaJIIOYE€YHUKOB (DAX1) linked | roHamoTponMHHE3aBUCHMOE TPEKAECBPEMEHHOE
IIOJIOBOE Pa3BUTHE
IIponnennas nenaHus ydacTka KOpoTKoro | Heneyus X- Mpermeunast auctpodus [romenHa (B paHHeM
2€eH08, . BO3PACTE MOXKET MPOSBIATHCS MOBBIIICHUE
rreda X xpomocomsl (Xp21) linked P PO’
omeeyaouu AJLACT, 3a1epXK0oii MOTOPHOTO Pa3BUTHA),
X 3a JeQUIIUT TIULEPOTIKHHA3HI (OyIET JI0KHOE
pazeumue TIOBBIIICHUE TPUTIIALIEPHIOB B OHOXUMHYECKOM
MblUEeYHOU aHaJIM3€e KPOBH), 33JICpP)KKa IICUXUIECKOTO
oucmpoguu pas3BuTHS, AeHUIUT OPHUTHH-
Lowenna TpaHckapOamuiassl. KimmHuKa 3aBUCHT OT
(cen JUIMHHBI AEJIeUPOBaHHOTO yyacTKa 1
oucmpogun BOBJICYEHHBIX T€HOB.
a),
deuyuma
2NMUYEPOTKUH
asvl u
2UNONA3UU
HaonoyeyHu
K08 (ceH
NROBI
(DAX1))
lunomiasust HaamoOYeYHUKOB BeienctBue | NRSAI (SF- | AD, 46, XY oxeHwuHbl, 46, XX  MyXYHHBI,
IeUIATa CTUPEONIOTEHHOTO (pakTopa-1 1) AR H®IL46, XY u  H®IL46,XX, mnepBUYHBIIL
TUIOTOHUU3M, a300CHEPMUst
C cunopomanvHbiM heHomunom
IMAGe cunnpom SAMD9 AD Muenomuciia3usi, UMMYHOICOHUIINT, 3aIepiKKa
pOCTa, TUNOIUIA3UsI HAAIIOYEYHHUKOB, IATOJIOTHS
HapyXHBIX ITOJIOBBIX OPTaHOB, SHTEPOTIATHS
Cungpowm [amnucrepa-Xoia GLI3 AD lumoranamMudaeckne raMapTo0IacTOMEL,
THITONTUTYUTapU3M, Herlep(OpUPOBaHHBIN aHYC,
TIOJMJAKTHIINS, PA3IBOCHHBIA HAIrOPTaHHHUK,
TOpTaHHO-TpaxeajJbHas pacieInH
Cunnpom Mekkenst MKS1 AR Mansdopmanmun  [THC, mnonwkucTo3 modex,
¢ubdpo3 IMevYeHN, MOTUTAKTHITHS
Cunpnpowm Ilenss- Hlokeiipa 1 DOK7 AR Aptporpunos, geranpuas akunesus, 3BYP,
KHCTO3HAast TUTPOMa, TUCIIIA3Hs JICTKUX,
paciieruieHre Heba, KPUIITOPXU3M,
KaMITOJAKTHIINS, KHIIEYHAs! MaTbpOTALIHs,
OHUXOJIUCTPOQHS, IIOPOKHU CepIa
IceBnoTpucomus 13 RAPSN TonomnposHuedanus, aHoManuss CTpOSHHS JIWIIA,
TIOJMIAKTHITUS
I'maponeranbHbI CHHAPOM HYLSI AR Prenatal-onset severe hydrocephalus, polydactyly,

micrognathia, abnormal genitalia, congenital heart




and pulmonary defects

Cungpom I'annoseii-MoBata WDR?73 AR
Pannsass  Tsokenmast  oHumedanonaThs, — TsDKeas
SIUIEICHS, MUKpoLedaus, aTpotust
3pUTENBHOTO HEPBA, TPhIKA
MTUIEBOTO OTBEPCTHS Anadparmol

XPpOMOCOMHBIE aHOMAJIUU — aCCOLUALNS C Yacro accomuupoBanel ¢ mnartonoruerdn [HC,

TeTparioiuuen, TPUILIOUAUEN R 3BVYP u apyrumMu aHOMaJIUSMU Pa3BUTHS

TpucomusiMu o 18, 19, 21 xpomocomawm,

MOHOCOMHUS 7 XPOMOCOMBI, AyIUIUKas 5p,

11q cunapom

3- PesucrenTHocTh kK AKTIC

Cemeiinblii  m3osmpoBanHbil  gedumur | MC2R AR W3onupoBanHas HEJ0CTaTOYHOCTh

[IIIOKOKOPTUKOXIOB 1 THma [IIIOKOKOPTHKOUIOB 6e3 nedurmra
MUHEPAJIOKOPTUKOUIOB, BBICOKOPOCIIOCT,
CYOKJIMHUYECKUI THITOTUPE03, OCOOCHHOCTH JIIIA
(rumeprenopusM, MeHaNbHbIA SMHKaHT,
BBIITYKJIBIH J100)

Cemeiinblii  m3osmpoBaHHblil — Aedumur | MRAP AR W3onupoBanHas HEJ0CTaTOYHOCTh

[IIOKOKOPTHUKOUOB 2 THIA [IIIOKOKOPTHKOUIOB 6e3 nedurmra
MUHEPAJIOKOPTUKOUI0B

4- Hecmpykuyusn HAONOYeYHUKOB,

C6A3AHHAA c HAC1e0CMEEHHBIMU

3a0o1esanuamu

Hepexmul adepnoit 06010uKku

Cungpom  OmarpoyBa, Tpummn A | A4AS AR AnaMukpusi, axanasus Kapaud, JUCQYHKIUS

cunapoM, Cuagpom AAA aBTOHOMHOIl ~ HEpPBHOM  CHCTEMBI,  TIIIyXOTa,
3aJepaKKa pas3BUTH, TUIIEPKEPATO3,
HEeBpoOJIOTH4ecKue 3abosieBaHus (monumopdusm
TIPOSIBJICHNUH )

Mumoxonopuanvhsle deghpexmut

NNT AR W3onupoBanHas HEJ0CTaTOYHOCTh

HedexT  HUKOTMHAMHZ  —HYKJICOTHA- [IIIOKOKOPTHUKOUIOB, CYOKIIMHUYIECKHUH

TPaHCTHUIPOr€Ha3bI TUIIOTHPEO3, HMHCYJIUHO3aBUCUMBIA  CaxapHbIil
arader

JedunuT THOPETOKCHHPETYKTa3bl TXNRD?2 AR WzonupoBanHas HEIOCTaTOYHOCTD
[IIIOKOKOPTHKOUIOB

Hebummr  rmorarnoHnepokcunpassl  + | GPXI + W3onupoBanHas HEJ0CTaTOYHOCTh

JIEQUIUT MePOKCUPEIOKCHHA PRDX3 [JIIOKOKOPTUKOUAOB.  OmnucaH  €AMHCTBEHHBII

MNarueHT ¢ MyTallusAMU B JIBYX I'€HAX
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Hepexmvl memadonusma nunudos

a. HepOKCuCOMHble 3abo0neeanus

X-cuenyeHHas aApeHOICHKOANCTPODHS ABCDI X- IIporpeccupyromas HellpojereHepanys,
linked | KOTHUTHBHBIE W TIOBEICHYECKHE W3MEHCHUS,
Iporpeccupyiomasl HoTepst 3peHus M Clyxa,
JIEMEHIINS, CIIa3MBbl U CyIOPOTH
Heonaranpsnas anpeHoneiikoauctpodus PEXI] AR Tspkenast THITOTOHUS, CYAOpPOTH, HIEdanonaTus,
Neonatal Adrenoleukodystrophy clenoTa,  IIIyXoTa, JAWCQYHKOHS  TI€YEHH,
(Autosomal recessive) 7q21.2 601539 arcHe3us ICPOKCHCOM
Severe hypotonia, seizures and
encephalopathy, blindness and deafness,
hepatic dysfunction, peroxysomal agenesis
Bonesnrs Pedcyma PHYH, AR MHoxecTBeHHast dmH(U3HaNbHAS — TUCIIIA3HS,
PEX7 KapJIHUOMHUOIIATHS, AHOCMUS, TMUTMEHTHBIN
PETHUHHT, HEHpOonaTusl, aTakCHsl, TIyX0Ta, HXTHO3
b.  Jluzocomanvhuvle 3a60ne6anus
Bonesns Bonbmana (nedumur | LIPA AR Juddysnas xampuupukanus HAANTOYECYHHUKOB,
JIM30COMAITLHOM KUCIION JIUITa3kl) KCAaHTOMAaTO3HBIE N3MEHEHUS TICYCHH,
Ha/MOYEYHNKOB, CEJIE3CHKH, JHMM(paTHISCKUX
Y3JI0B, KOCTHOTO MO3Ta, TOHKOTO KHIIICYHHKA,
JIETKUH M THMyca, U3MEHEHHSI KOXKH, CETYATKH,
IMHC
c.  Hegexmul
IHOONIAZMAMUYECKO20
pemuxyiyma
Hedunut chunrosus-1-docdar-nmmaser SGPLI1 AR Tskenblil pe3UCTEHTHBIN K MIIOKOKOPTUKOUIAMHU
Steroid-resistant  nephrotic  syndrome, HeQPOTHUYECKUH CHHIIPOM, UXTHO3, TUMpoTIeHus,
ichthyosis, lymphopenia, neurological HEBPOJIOTHYECKUE TehEeKTHI, [IEPBUYHBII
defects primary hypothyroidism, TUIIOTHPEO3, KPUITOPXU3M
cryptorchidism
AymoummyHnnan decmpyKkuyus
W3zonupoBanHas ayTOMMMYHHasl | Accoyuayuu
IIEpBUYHASL HaJII0YCYHUKOBAs | ¢ MICA,
HEJIOCTaTOYHOCTD CLTA-4,
HLA-
DR3/DQ2,
HLA-
DR4/DQS,
HLA-BS
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BACH?,

PTPN22,
CIITA
AyTOMMMYHHBIH TIOJIUTJIAH Ty ISIPHBIC
cuaapomsl (AIIC)
AIIC 1 tuna AIRE AR XpoHUYECKH KaHIUAO03 KOXKH U CIU3HUCTHIX,
TUIIOIApaTHPEOD3, Ipyrue ayTOMMMYHHBIE
KOMIIOHEHTHI (TIepBUYHBII TUIOTOHAIU3M,
XpOHHYECKMH  ayTOMMMYHHBII  THPEOUIUT,
naber 1 THNA,  KEPaTOKOHBIOHKTHUBHT,
MEPHULO3HAS aHEMH, ayTOMMMYHHAasI
SHTEPOTIATHS, ATOTELHS], BUTWIIUTO U JIPyTHE)
AIIC 2 tuna Accoyuayuu AyTOMMMyHHbIE  3a00JIeBaHUSI  IIUTOBHIHOM
c MICA, KeJe3bl (TMIIOTUPE03, THPEOTOKCHKO3), auedat 1
CLTA-4, THIIA, NPEKIEBPEMCHHOE HUCTOILLUECHUE SUYHUKOB,
HLA- BUTUJIUTO, [ICPHULUO3HAS AHEMHUS
DR3/DQ2,
HLA-
DR4/DQS,
HLA-BS
BACH?,
PTPN22,
CIITA
ATIC 4 tuna Accoyuayuu OmHo u Oonee ayTOMMMYHHBIX 3a0oJeBaHHN
c MICA, npyrux opranos, HO He AIIC 1 tunos u He AIIC
CLTA-4, 2 tunoB (0e3 MOpaXCHUs IIUTOBHIHOM >KENe3bl
HLA- (arpoduaeckuit racTpur, TUIIOTOHAJU3M,
DR3/DQ2, MIEpHUALIMO3HAs AaHEMUs, LEINAKUs, MUACTECHHUS
HLA- rpaBuc (myasthenia gravis), BUTHINTO, aJOTIEIHS)
DR4/DQS, (HexoTopsle aBTOPBI JTAaHHBII CHUHPOM
HLA-BS o6beunsior ¢ AIIC 2 tuna)
BACH?,
PTPN22,
CIITA
5- Ipyrue 3a60/1eBaHUsA
Hegpexmuvr 6occmanosnenus JTHK MCM4 AR Jedurur HaTypaJIbHBIX KHJUIEPOB,
HU3KOPOCIIOCTD, MUKpouedaus, 4acThle
BUPYCHBIC WH(EKINH, XPOMOCOMHBIC MOJIOMKH,
CKJIOHHOCTb K HEOITACTUYECKHM IIpoLieccam
OnucaHbl TOJIBKO B UPJIAHCKON MOMYJISLUN
Buonozuuecku neaxmuenwviit AKTI’ POMC OxupeHue, pbDKUE BOJOCHI BBICOKUN YPOBEHBb
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AKTT, Hu3kuii KOpTH30I
Onucan y €QUHCTBEHHOIO

POMC

manueHTa. s

MyTauuii B XapakTEepHO  pa3BUTHE

BropuuHoit XHH B oTiinume oT naHHOrO cityyas

Mumoxonuopuanwvhsie 3a601e6anus

Cunnpom Kepuca-Ceiippa Jeneuuu B [porpeccupyromas  OQTaIbMOIUICTHS,  IITO3,
myopathy, ragged-red fibers seen on | MUTOXOHIpPH JlereHepanus CETUaTKH, KapAMOMHOIATHS,
muscle biopsy aNbHON MHKpoLehais, JIaKTaT-aua03, Ipyrue
JHK, SHJIOKPHHONIATHH( CaxapHbIi naber,
MTTLI THIIONIAPATHPEO3 M 1p), HEWPONaTHs, MHOIATHS,
1ipy OMOTICHY MBI - PBaHHBIE KPACHBIC BOJIOKHA
Jedurur nonumepassl | POLGI WndantunpHas  snuiencus, MeTaboJIMuecKue
MuTtoxoHapuansHoi JJHK IIPUCTYIIBL, aTakcus, Helponarus,
odraspMoruIerus, caxapHelii nuaber 1 Tuna,
TUIIOTHPEO3, IICUXUATPUYECKHUE TIPOSIBIICHUS
[Iporpeccupyromas  mMutoxoHnpuansHas | GFER AR DHIedanomnarus, MHOIIATHA, BpOXKJACHHAs
MUOIIATHI ¢ BPOXKJIECHHOHN KaTapakToi KaTapakTa, THIOTOHUS, 33J€pKKa pa3BHUTHS,
CEHCOHEBpaNbHAsl TYrOyXOCTb, JIAKTaT-al[U03,
JIbIXaTeIbHas HEIOCTaTOYHOCTb
MELAS- cunapom MTTLI, MutoxoHpHUaabHas MHUONATUS, JIAKTAT-alUa03,
MTTO, HHCYJIBT-IIOA00HBIC TPUCTYIIBI
MTTH,
MTTK,
MTTC,
MTTSI-2,
MTND-1,5,6
Hapymenue MUTOXOHApHanbHOro | NDUFAFS5 Arene3uss MO30JMCTOrO Tella M IHPO3padyHON
KOMILIEKca-1 MIEPErOpOAKH,  BpOXKICHHas  anadparMaibHas
IpbIXKa, TaKTaT-alu03
Hapymennas TpaHcmsiuusa | MRPS7, CeHcoHeBpalbHast TyTOyXOCTb,
MHUTOXOHAPUAJIBHBIX OenKoB u | ORSLI IIPOrPECCUPYIOIAs II0YCYHas M IE4YCHOYHas
HapyILICHUs OKCHIaTUBHOI'O HEJ0CTaTOYHOCTb, MOBBIIIEHHE JIAKTATa -all103
bochoprnmpoBanus
Cunpnpowm Iupcona Henenyu Huskuit Bec mpu poXXIeHUH, OTCYTCTBHE Habopa
HECKOJIbKUX Beca, cuaepobIacTHas aHeMHUsl, HeIOCTaTOYHOCTh
TEHOB 9K30KPUHHON (QYHKIMH TTOJDKEITYI0OYHOH KeTe3bl
MUTOXOHAPHU
anpHOM JTHK
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1.6 Knyunnuyeckass KapTHHA 3200J1eBAHNS WJIH COCTOSSHNSA (rPYNNLI 3200J1eBAHNI WU

COCTOSIHMA)

OcHogHble cuMnmMombl 3a001e6AHUSL MONCHO nobpa30eﬂumb Ha 0se cpynnabl, 6 3a6UCUMoOCmu

om namoeeneza. C yuemom moz2o, uymo y OMOENbHbIX NAYUEHMO8 MOdCem 6Cmpeuamvcs
U30IUPOBAHHASL 2NIIOKOKOPMUKOUOHAS unu UZ0IUPOBAHHASL MUHEPANTOKOPMUKOUOHAS
He0OCMAamoyHOCmMb,  AXHCHO OMOENbHO VKA3aMb  KIUHUYECKUe NPOAGIeHUs OAi  OAHHbIX
cocmosanuti[4—6].
1. Ilpossnenus oegpuyuma entokokopmurxoudos|1-9]:
® cnabocms U NOBLIUEHHAS YMOMISAEMOCTb
® mowmHoma, pgoma
®  20/108Hble 60U, OCOOEHHO NO YMPam
® 0Oonu 6 KHcusome
® cunoHampuemus
® cunepnucMeHmayus KOMCHbIX HOKPOBO8 (0COOeHHO HAO cycmasamu U 6 mecma
HOBBILEHHO20 MPEHUST 00eAHCObL), CIUUCTBIX (Kpasi 0eceH, i3biK, Heho)
® nomeps 6eca, pesKoe CHUdMCEHUe annemuma
2. Ilpossnenus degpuyuma munepaiokopmuxouoog[1-9]:
®  20]1060KPYHCEHUs, 20]108Hble DONU
®  OYeHb BLIPAIICEHHAA MA2d K CONU U COJIeHOU nuuje
® mowmHoma, pgoma
®  npusHaxu decuopamayuu
®  cunomemsus
®  CUNOHamMpuemus u cunepraIuemus

& Jemapeus

Takorce y nayuenmos mozym 6bims NPOAGIEHUS HAPYUIEHUS CUHME3A AHOPOSEHO8!

1.Ilposisnenus uzopimxka aHOpo2eHo8 Npu 8POAHCOEHHOU OUCHYHKYUU KOPbl HAONOUEUHUKOS
(Oepuyum 21-2udpoxcunasei, 1I1-6ema-euopokcunasvl): Hapyuienue GoOpMUpoSanus HAPYI’CHLIX
NOJOBbIX OP2AHO8 (BUPUIUZAYUA NAYUEHMOK HCEHCKO20 NOJA), NpedcoeepemMenHoe Holo8oe
pazeumue no U30CeKCYarbHOMY MUny y MAIbYUuKo8 U N0 2emepoCceKCydalbHOMY Muny y 0eoyex,
onepedcenue pocma 8 paHHem 603pdcme, NPO2Peccus KOCMHO20 603PACMA C UMO208bIM HUKUM
KOHEUHbIM POCMOM, 2UPCYMU3M, O2pyOeHue 2010cd, HAPYUIeHUsi MeHCMPYalbHo20 YUK,

cunoniasud mamnku. BblpanC'eHHOCl’l’lb OQHHBIX KIUHUYECKUX npOﬂGﬂeHuﬁ 3aeucunt om cmenerHu
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OJepuyum pepmenmos, a makxdce om KoOMneHcayuu 3abonesanusi HA (QoHe mepanuu U
NPUBEPIHCEHHOCTNU K JIeYeHUIO.
2.1lpossnenus oedpuyuma anopozeros|2,3,8,10]:

-NpU HEKOMOPIX HAPYULEHUSX CMepoudocene3a 8 Haonoueunukos (nanpumep, oepexm STAR-
npomeuna): Hapyuwenue GopmMuposanus noaa (pemunuzayus NAYueHmosd MyHcCKoeo MNoaa),
2UNO20HAOUZM

-0 8CeX OCMANILHLIX CIVUASX: CAADOBLIPACEHHOe UIU OMCYMCMEYyoujee aKCuLIapHoe u 100Kosoe
060110CeHUe (8 OCHOBHOM Y NAYUEHMOK JCEHCKO20 NOAA, MAK ) NAYUEHIMO8 MYNCCKO20 NOAA OAHHbLE

NPOsGIeHUSI HUBEAUPYIOMCA 8bIPAOOMKOL MECMOCMEPOHA AUYKAMU).

Knunuuecxue nposenenus aopenanogoeo kpusa [1-3,6,11]:

-NOBMOPHAS pEOMA, 4acmo GoHmanom, ouapes, 601U 8 Hcusome (MO2ym UMUMUPOBAMb OCMPbLIL
JHCUBOM), NOBBIULEHUE MEMNEPAMYPbl Med, 8bIPANCEHHASL NOMePsl 8eCd, AHOPEKCUsL,
-eunonampuemus (¢ eunepkaiuemuei uiu 6e3 Hee), SUNO2NUKEMUS, MemMabOIUYeCKUll ayudos,
B03MOJICHA CUNEPKATbYUEMUSL

-2UNOMEH3US UNU 2UNOBOTEMULECKUT UOK,

-Oeﬂupuﬁ, CUHKONAJIbHblE COCMOAHUA, 2CEHEPATIUSOBAHHbLE CydOpOZU.

2. /lnarHocTuka 3a00J1eBaHUS UM COCTOSHUSA (TPyNIbI 3200/ 1eBAHMH WK
COCTOSIHMH), MeIMIIUHCKHE NMOKA3aAHUA U MPOTUBONOKA3AHUS K IPUMEHEHHUIO

METOJA0B JUATHOCTHKH

s nepeuyHou HAONOYEUHUKOBOU HeOOCMAmMOYHOCMU Xapakmepvl Hecneyuguyeckue
KAUHUYEeCKUe NPOSIGNIeHUs, 8 C8A3U C YeM MO2YM BO3HUKAMb OWUOKU 68 OUACHOCMUKe U Je4eHUuU
sabonesanus|1-5].

Tayuenmam c vluenepeducieHHbIMU KIUHUYECKUMU NPOSAGIEHUS 803MONCHO 3AN0003PUMb
IIXHH, no ycmaHnognen on modcem Oblmb MOILKO HA OCHOBAHUU De3VIbmamos 1abopamopHbuIX
mecmos. Takoce 3anodospumsv uanudue y nayuenma I[IXHH npu omcymcmeuu cumnmomos
3a001€8aHUS BO3MOJCHO NO AHAMHE3Y, eclu )y NAyueHma umeem Mecmo YCMAHOBNIEeHHbIl paHee
0UA2HO3, KOMNOHEHMOM KOMOpo2o moxcem 6vimo IIXHH, unu y nayuenma ecms poOCmeeHHUKU C
HacnreocmeenHvimu ghopmamu IIXHH[1-5].

Jepuyum 2n110KOKOpMUKOUO08 MONCHO YCHMAHOBUMbL RNPU OOHOM U3 CEOYIOUUX
ycaosuit[1,4,7,12]:

1. Vposenv kopmuzona menee 140 umonv/n na one nogviuenus yposus AKTI 6onee

2X HOpM 8 paHHue YMmpPeHHUe YAacyl,
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2. Vposenv xopmusona menee 500 umonv/n Ha @one CMUMYIAYUOHHO20 mMecma ¢
ananozamu AKTT'.

Yposenv xopmusona om 140 0o 500 umonv/n mpebyem noomeepiucoeHus npu HOMOUU
cmumynsayuonnozo mecma c ananoeamu AKTI. Yposenv kopmuzona 6onee 500 umonv/n npu aro6wix
yenosusx oenaem naaudue IHXHH manoseposmuwvim|1,4,7,12].

Hedhuyum munepanoxopmukouoo8 MO*CHO YCMAHOBUMb HA OCHOBAHUU NOBLIUEHUS YPOBHS
PEHUHA (AKMUBHOCIU PEHUHA NIA3Mbl) NPU HUSKOM UTU HOPMATLHOM (Hea0eK8amHOM NOBbIULEHUIO
VPOBHA peHUuHa) YpoeHe anbOOCMepPOHA 6 COYEeMAaHUuu C INeKMPOIUMHBIMU HAPYULEHUAMU
(cunonampuemus,  ecunepkaiuemus). B Hauane 3abonesamus  803MOMCHO  OMCYMCMEUE

INEKMPOSUMHBIX HAPYUIeHUU UTU UX MUHUMATbHbLE usmeneHus[1,4,7,12].

2.1 ’Kaa00bLI M aHAMHE3

¢ PexomeHayercs mMpoBOAUTH AHATHOCTHYECKOe TecTUpPoBaHMe AJas uckiaovenuss [TXHH
MalMeHTaM, HMEKIIUM CUMITOMbI M NMPU3HAKH, NO03BoJsiIomue 3anono3puts IIXHH, B
cjly4yae, ecJM [JaHHble CHMITOMBbI He OOBSICHAIOTCH JAPYTMMH YCTAHOBJIEHHBIMH M
H3BECTHBIMHU NMATOJOTH4eCKUMH COCTOSTHMAMU y manmenTta[1,2,5,8,11,13].
YpoBeHb yoenuTeJbHOCTH pekoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbLCTB
-2)
KommenTapun:
K nooospumenvnvim KiuHuueckuUM NPOAGIEHUAMU OMHOCAM. MbIUEYHASI CAabOCMmb,
oecudpamayusi,  20J1080KPYIHCEHUS, nomepa  annemuma U CHUJCEHUe  geca,
eunepnuemenmayus Kodcu u causucmolx u 0p. Ilposenenus I[IXHH necneyughuunvl, HO
couemanue 3Mux NposIeHUull ¢ HeKOMOPLIMU 1AOOPAMOPHLIMU OAHHLIMU (2UNO2TUKEMUS,
SUNOHAMPUEMUS, 2UNEPKATUEMUsL) U NPOSPECCUPVIOWUM YXYOULeHUEM COCMOAHUSL 0enaiom

1IXHH sepoamuoii u mpebdytom obcredosanus 0ns uckaovenus [IXHH.

¢ PexomeHayercs mMpoBOAUTH AHATHOCTHYECKOe TecTUpPoBaHMe AJas uckiaovenuss [TXHH
NMalMeHTaM, He HMMEKIIUM CHUMITOMOB U NPH3HAKOB, MO3BOJSIIONIUX 3aN0A03PUTH
IIXHH, eciin manueHT MMeeT 3a00/1eBaHNe, OJHUM ¢ KOMIIOHEHTOB KOTOPOI0 SIBJISIETCS
IIXHH, wiu mnMeeT OTAIOIIEHHBIH ceMelHBIH AaHAMHe3 IO HAaCJdeJICTBEHHBIM
3a00/1eBaHUAM, KOMIOHEHTOM KOTOpbIX sBjsiercss I[IXHH, miau umeer reHetudecku
negexT, NpUBOAALINNA K BBICOKOMY pucky passutus IIXHH, BHe 3aBHCHMOCTH OT TOrO,
HMEKTCH JIM Y Hero JApyrue KIMHUYECKHE IPOSBJICHHUS JAAHHOI0 TeHeTHYeCKOro

nedexra[1,2,5,8,11,13].
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YpoBeHb yOenuTeJbHOCTH pekoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbLCTB
-2)

KommenTapun:

IIXHH 6 demckom 6o3pacme, Kak Npaguio, A6IAemcs HACIe0CMEEeHHbIM 3a001e8aHueM,
HepeoKko ecmpeuaiomcs cemetinvle caydau. Ilpu smom npu nacneocmeenuvix ghopmax IHXHH
3ab01e8aHue MoxHcem MaHudecmuposams He ¢ POHCOEHUs, a NO3XHce 8 MedeHUU HCUZHU, U
oadice yoce 80 83pOCIOM 803pacme. B mexomopwix cumyayusx cememuueckuii oegpekm y
nayueHma moxcem Obimsb HAUOeH 00 NOAGNEHUS Y He20 KAKOU-TUO0 KIUHUYECKOU KAPMUHbI,
Hanpumep, npu 00C1e008aHUU NAYUEHMA NO NOB00Y YCMAHOBIEHHO20 HACIe0CMEEHHO20
3ab01e6aHusi 'y pOOCMBEHHUKO8 nayuenma (y pooumeneil, cubCo8, pOOCMEEHHUKO
MYIHCCKO20 NOAA — 6 3A8UCUMOCU OM Muna Haciedosanus 3abonesanus). O6HapyiceHue
YVolce U38eCmMHO20 NAMO2EHHO20 2eHeMUYecKo20 apuanma y nayuenma 6yoem mpebosams
nepuoouyeckoeo ckpununea nayuenma na IHXHH. Yacmo 6 makux cay4asx OuazHo3 MO’CHO
YCMAaHo8UmMs Ha 00- U CYOKIUHUYECKOU CMAaouu u u3zbexcamov pazeumus MmANCeNblX
HCUSHEYSPONHCAIOWUX COCIMOSAHUU V nayuenma 01a200aps C80e8PeMEeHHOMY HAZHAYEHUIO
3amecmumenbHoll  2OpMOHAnbHOU mepanuu. 1o, Kakux uleHo8 cembU HeoOX00UMO
06cnedosamy, 3a8UCUM OM KOHKPEMHOU HO30102U4eCKOU (popMbl U MUNAa e20 HAC1e008aHUSA

(cm.mabauyy 1).

PexoMeHayeTcsi HeMelJIECHHO HAYHHATH TePanHui0 MapeHTepaJbHbIM BBedeHUEM
NMpPenapaToB INIIOKOKOPTUKOMUIOB 10 MOJYyYeHHUs] Pe3ybTaTOB IMATHOCTHYECKUX TECTOB
Y NALMEHTOB ¢ KJIMHMYECKOH KAPTHHOMN THMKeJ0H HAANOYEYHUKOBOM HEJI0CTATOYHOCTH
WIH ¢ MPU3HAKAMH KPHU3a HA/ANOYEeYHUKOBOM HenocTaTtounocTu(2,4,5,11,12]
YpoBeHb yOeauTeILHOCTH peKOMeHAanuil A (YPOBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB
-2)
KommenTapun:
[TaniueHTaM ¢ OCTPBIM TSKEIBIM COCTOSIHUEM, MOJ03PUTENBHBIM Ha KPU3 HAATOUYEYHUKOBOM
HEJOCTATOYHOCTH (KJIMHUYECKasi KapTHHA KpHu3a HAANOYEYHUKOBOM HEIOCTaTOYHOCTHU
nopoOHO omucana B pasnene 1.6 «KinumHuueckas kapTuHA 3a00JEBaHUS. ..»), HEOOXOIUMO
HAYMHATh TEPANUIO TJIIOKOKOPTUKOAAMHU JO YCTAaHOBJICHMS JMArHO3a IO >KU3HEHHBIM
nokazanusaM. Heo6xonumo mpoBecTr 3a00p 00pasia KpoBH JUIsl HCCIEI0BAHUS KOPTU30J1a U
AKTT 1o mepBoro BBeIEHHUs TIIOKOKOPTUKOWIOB. [Ipu HeyOEeTUTENbHBIX NaHHBIX WU
HEBO3MOXKHOCTH TPOBECTH 3a00p KPOBH OO0 BBEACHHS TIIOKOKOPTHKOHIOB BO3MOXHO
MPOBECTH JUATHOCTHYECKOE OOCIeOBaHWE TMAIMEeHTa T[I03KE IMOCNe CTa0WIN3aIu

COCTOSAAHUA MMAalTUCHTA ITYTCM BpeMeHHOﬁ OTMCHBI WJIN CHUKCHHUA JO3bI INTIOKOKOPTUKOUIOB.
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2.2 duzukajJbHoe 00CaAeI0BAHNE

¢ Bcem nanuentam ¢ nopospenuem Ha IIXHH pexkomeHnayercsi cranaapTHoe (PM3HKAJIbHOE

o0cJienoBanme i OOHApPYKeHHMs JONOJHUTENbHBIX KJIAMHMYeckHX npusHaxkos IIXHH
(0cMOTP KOKHBIX TOKPOBOB, OLICHKA aHTPONOMETPHYECKHUX NOKAa3aTeJieil, uccjeJ0BaHue
AJl, YCC, Y1, naabnanus v nepkKyccus :kuBora u 1.4.) [1,2,5,8,11,13]

YpoBennb yoeauteabHoCTH pekoMeHaanuil C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB

—4)

KommenTapun:

HpI/I OCMOTPC AUArHOCTUYCCKOC 3HAUCHUC UMCIOT CIICAYIOIIUC CUMIITOMBI:

® TUIEPIUTMEHTAIsI KOXKHBIX TOKPOBOB U CIM3UCTHIX (JIOKaJTbHAs UM JUQdy3Has);

OJIETHOCTD WJIM CEPOBATHIA OTTEHOK KOXKH;

® CHIKEHHE Typropa Koxu;

Huzkoe AJl;
e neduUIUT Macchl Tella WK pe3Kas MoTeps Beca.
Hu onHO M3 KIMHMYECKUX TNPOSBICHUN HE SBISETCS CTPOTO CIEHU(PHUUECKUM KpUTEpHEM

nuarHoctukd XHH u TpeOyer mabopatopHOro moATBEpKIACHUS

2.3 JIaGopaTOpHbIE AUATHOCTHYCCKHE MCCACT0BAHUSA

Jna ycmanosnenuss ouaenoza [IXHH nedocmamoyHo KIuHUYecKol KapmuHbl, HeoOX00umo

obs3amenvHoe 1a60paAmopHoe NOOMBEePIHCOeHUe

e Bcem nmanmentam ¢ nogospenuem Ha IIXHH HeoOxogumo ucciieoBaHue CiexyrInX

nokasareJieii kposu[1,2,5,8,11,13]:
1. AKTT (maa3ma KpoBm)
2. KoptH3o0.1 (CBIBOPOTKA KPOBH)
3. PeHuH npsamoii (m1a3mMa) UM AKTUBHOCTH PEHUHA TIa3Mbl
4. AabaocTepoH (CbIOPOTKA)
5. Kaamii u HaTpHii (CBIBOPOTKA)

6. I'1roko3a (CHIBOPOTKA WJIM IJIa3Ma)
YpoBeHb yoequTeJbHOCTH pekoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbLCTB

—4)
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KommenTapun: MccnenoBanue AKTI' 1 KopTH30J1a IO3BOJISET TUArHOCTUPOBATh HAIMYHE
HA/IMOYCYHUKOBOW HEJOCTATOYHOCTH (@ HMMEHHO, Je(pUIHMTa TIIOKOKOPTUKOUIOB) |
npoBecTd AU QepeHIHanbHy0 JAMATHOCTUKY MEXIY MEpBUYHOM UM BTOPUYHOMN
HezocTaToyHoCThio HagnoueyHukoB. [Ipu IIXHH Oyner noswimenne AKTI mpu Hu3KOM
wii HeajekBatHOM YypoBHIO AKTI' koptuszone ,B TO BpeMs Kak IpU BTOPUUHOU
HA/IMOYEYHUKOBOW HenoctaToyHocTH YypoBeHb AKTIT Oyaer HHM3KOHOpMAJIbHBIM —HITH
cHIkeH. MccnenoBaHue TIUIFOKO3bI KPOBU ITO3BOJUT BBIABUTH THIIONNIMKEMUIO, KOTOpas
XapakTepHas Uil JAe(UIUTa TIIOKOKOPTHUKOWUIOB. IlOBBIICHHE pEHUHA TpPU HHU3KOM U
HEaJCKBaTHOM IIOBBIIICHUI0 PEHUHA HOPMAJbHOM YPOBHE ajbJOCTEPOHA IO3BOJISAET
JIUAarHOCTUPOBATh JACHUIUT MHUHEPATOKOPTHKOUAOB. CHIDKEHHE HATPHS KPOBU MOXKET
TFOBOPUTh O JepUIUTE KaK TIIOKOKOPTHUKOWUIOB, TaK M MHUHEPAIOKOPTHKOUIOB, a

MOBBIIIICHUC YPOBHSA KaJIMA T'OBOPUT B MOJIB3Y HAJIMUUA ILC(bI/H_[I/ITa MHUHCPATIOKOPTUKOUIOB.

o MHccaenosanue mnokasareseii kpoBu (AKTI, xopruson) nnsa amarHoctuxku IIXHH
He00X0AUMO NMPOBOAUTH B PaHHUE YyTPeHHHUe Yackl (He mo3anee 10:00), eciu mo3BoJisieT
COCTOSIHME manueHTa. B ciayyae moao3peHusi Ha KpPH3  HaANOYeYHHKOBOI
HEJ0CTATOYHOCTH 3a00p 00pa3noB KPOBH HeOOXOAMMO NPOBECTH B J1H000€e BpemMsi CYTOK

710 BBe/ICHUSI PenapaToB INIIOKOKOpTHKOUA0B[ 13—-18].

YpoBens yoenurteapHocT pexkoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB
- 4)

KommenTapum: YuutsiBas 0cOOHHOCTH cyTOuHbIX pUTMOB cekpennn AKTI™ u kopruzona
uccnenoBanne AKTI m xopTu3ona HEOOXOAMMO MPOBOAMTH B YTPEHHUE YAChl — Yachl
MaKCUMaJbHOH HuX cekpeunu. HeoOxoaumo Takke Y4YUTHIBATh OMOJOTHMYECKHUE PHUTMBI
JAHHOTO TalMeHTa, BO3pacT, a TakXe YTOYHUTh HMH(OPMAIMIO O BO3MOXKHOM CMEHE

YaCOBBIX IMOSCOB MAallMCHTOM 3a IIOCJICIHUEC HCCKOJIBKO HHeﬁ.

e VYposenb AKTT Gosiee 1ByX HOpM npH ypoBHe KOpTH30J1a MeHee 140 HM0Ib/71 TO3BOISAIET

ycranoBuTh [IXHH, a umenHo 1e(pMunT riiloKOKOPTUKONIAOB[ 19-25]

YpoBennb yoeauteabHocTH pekoMeHaanuil C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB
- 4)

KommenTapun:

Yposenb AKTI 6ornee 66 nMoib/ 0Kka3bIBaeT MAaKCUMAIIbHOE CTUMYJIHMpPYIOIIEee ICHCTBHE Ha
CHHTE3 TIIIOKOKOPTUKOUIOB. YpoBeHb KopTuzosna MeHee 140 umons/n mpu AKTI Gonee

9TUX 3HAYCHUM NOATBCPIKAACT, YTO KOpa HAAINIOYCYHHUKOB HC CIIocoOHa aJICKBAaTHO
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pearupoBatb Ha ctumyisiiuio AKTI. Iloseimenue ypoBas AKTI Ha ¢one HOpManbHBIX
3HAYEHUH KOPTH30Ja TaKKe MOXET TroBopuTh o Havane passutus [IXHH u Tpebyer

KOHTPOJIBHOT'O OGCJIC,Z[OBB_HI/ISI IIanmucHTa.

o IIpu mnorpannmunbix 3HauyeHunssx AKTI' wm koprm3ona mnoka3aHo mpoBefAeHHE
CTUMYJISIIMOHHOrO0 Tecta ¢ aHajdoramu AKTI nns moarBep:kaeHusi 1MarHosa, ecyim

MO3BOJIAET COCTOsIHUE manueHTa[15,26-30]

YpoBeHb yOeauTeILHOCTH peKOMeHAanuil A (YPOBeHb I0CTOBEPHOCTH /I0KA3aTeJILCTB
-2)
KommenTapun:
[TanmenTam, MMEIONIMM TOTPaHWYHbIE YpOBHSA Koptuzona or 140 go 500 HMoOmb/I
pekoMeHi0BaHO TnpoBenenue Tecra ¢ aHaigorom AKTIT  koporkoro neicTBHsi—
TETPAKO3aKTUJOM (CUHTEH).
[TpoTokoi mpoObI C TETPAKO3AKTUIOM:
1. TIpousBectu 3a00p KPOBH IS OMIPEIEICHHSI KOPTH30JIa 0 BBEJCHUS Mpernapara
2. Bsectu mpenapat B/B 0omocHO B A03e 250 MKr ains AeTei crpame 2xjer, 125 Mkr
g getedt ot 1 roga 1o 2 net, 1 SMKI/KT oj1g geTel 10 roaa.
3. TIpousBectu 3a00p KpOBH [Tsl onpeeneHus koptuzona yepe3 30 u 60 MuHyT
[Ipn moBBIIICHWH YypOBHS KopTH3ona kpoBu Oomee 500 umons/n I[IXHH
uckiovaercs. [lpyu OTCYTCTBUM MOBBILIEHUS KOPTU30Ja WIH €r0 HEA0CTaTOYHOM

noseieHnu (MeHnee 500 muonw/n), [IXHH nmonreepxnaercs.

o IloBbllIeHHEe YPOBHSI MNPSAIMOrO0 pPEHMHA MPH HHU3KOM WJIHM HOPMAJIbHOM YPOBHe
aJbJA0CTEPOHA B COYETAHUM C JJIEKTPOJUTHBIMH HAPYWIEHUSAMH (THIOHATPHEMHUS,

THIIEPKAJTHEMHUsI) M03BOJIsSIeT YCTAHOBUTD Ae(PMIMT MHHEPAJTOKOPTUKOUAOB[31-34]

YpoBennb yoeauteabHoCcTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB
- 4)

KommenTapun:

IloBrIIIEHUE YpPOBHA PpCHHUHA, OTCYTCTBUC QAACKBATHOI'O0 YPOBHIO PCHHWHA MOBLIIMICHUA
AJIbAOCTCPOHA (I/I.III/I €ro CHI/I)KCHI/IG) BMCECTC C OJICKTPOJIMTHBIMH  HAPYLICHHUAMU
(runonarpuemus, TUIEpKATUEMUS ) IMO3BOJIAET YCTaHOBUTH nepuIuT

MUHEPATIOKOPKTUKOUIOB
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B HEKOTOpBIX Cilydasx Ui HCKIIOYEHHS MHHEPATOKOPTUKOMAHOTO Ae(uiuTa MoKa3zaHO
npoBeseHue NpoObl ¢ ¢ypocemunoM. [lanHas mpoba OCHOBaHAa Ha TOM, YTO B HOpME
THIIOBOJIEMHSI, BBI3BaHHAS (PypoceMHIIOM, CTUMYJIHPYET CEKPEIMIO allbJOoCTepoHa. Y
MAIMEeHTOB ¢ Je(PHUIMTOM MHUHEPAIOKOPTUKOMIOB aJIeKBaTHOI'O BhIOpOCA allbJOCTEpOHA HE
nporcxoaut. OHAKO, B HaIlIeH MpaKkTUKE 3Ta Mpoda HEe UMEET MIMPOKOTO MPUMEHEHHUS U HE

PECKOMCHAYCTCA PYTUHHO JIS1 UCKIITOYCHHUA MUHCPAJIOKOPTUKOUIAHOTO ,Z[G(I)I/II_[I/ITa.

2.4 UHCTpYMEHTAJIbHBIE JIUATHOCTHYECKHE HCCIeTOBAHUS

Cneyuanvhvie uncmpymenmanbHvle Memoowsl ouaznocmuxu [IXHH ne pazpabomatnbi.

2.5 UHble JTHATHOCTHYECKHE HCCICI0BAHNS

Haumenram ¢ moarBep:xkaeHHbiM  IIXHH PEeKOMEHI0BAaHO  MpOBeJeHUEe
AOMOJHUTEIBHOT0 00C/IeI0BaAHMS 11l TMATHOCTUKY NMPUYNHBI 3a00/1eBannsi[35—42]
YpoBennb yoeauteabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB
-5)
KommenTapuu:
Hna npocnosa meuenus 3abo0ne6anus, NpoGeodeHUs HeoOX0OUMO20 JeYeHUs, d MAaKHce
MeOUKO-2eHeMUYecKo20 KOHCYIbMUPOSAHUsL CeMbU NAYUEHMA 8AHCHO YCIMAHOBUMb NPULUHY
3abonesanusi. B oemckom 6o3pacme, Kak Npasuio, NPUYUHOU 3A00Je8aAHUs AGIAIOMCA
HacieocmeenHvle 3a001e8aHUS.

Taxum obpazom, nayuenmam ¢ noomeepaicoennvim [IXHH pexomenoosaro:

Bcem nayuesmam mMysHccKoeco noJja cmapuie 3 n1em neobx00umo ucciedosanue YPOBHA OUY€Hb
()ﬂl/lHHO-LfenO'-lellelX HCUPHBIX Kuciaom ons UCKJIIOYEeHUA X-cuenﬂeHHod

aopeHoneiuxkooucmpoghuu

Bcem nayuermam cmapuie 3x nem nob6o2o nona pekomeHdoeaHo uccnedosamue aHmumen K

21-eudpoxcunasze 01a uckmovenus aymoummynnoun IHXHH

Bcem odemam ¢ noomeepacoennou IIXHH neobxooumo nposedenue MOAEKYIAPHO-
2eHeMUYecKUxX UCcie008anull Ons YMOYHeHUs Npudunsl 3abonesanus. Bvibop memooa
UCCNe008AHUSA U 2eHA, NOOAeHCAUeMy UCCIe008AHUI0, 3A8UCUM OM 803pAcma Manugdecmayuu

3a60ﬂ€8aHM}l, noaa nayuenma, KAUHUYECKOL KapmuHhbsl U cemelino2o aHamHes3d (cm.ma@zuua

1.
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Hpu npeOnOﬂaeaeMOM npu06pemeHHOM HEHACIeOCMBEHHOM 2eHe3e 3a001e6aHuUsi NOKA3AHO

npoeec)eHue susyaiuzayuu HAONOYEYHUKOB (yﬂbmpa%ykoeoe uCCﬂe()OGClHue, KomnviomepHasl

momozpagus, MazHUMHO-Pe30HAHCHASL MOMO2paghusl)

3. .JqueHne, BRJIIOYasi MEANKAMCHTO3HYIO U HEMCAUKAMEHTO3HYI0 TEPAaIIuu,

AUETOTEPAIINIO, 066360JII/IB3HI/I6, MEANIHNHCKHEC NTOKA3aHUA U

MNPOTHUBOIIOKA3AHUA K IPUMCHCHHUIO METOAO0OB JICUCHUSA

Ochosnule yenu nevenus [IXHH:

1. Ilooobpamv pedicum u 003bl npenapamos 2uOKOKOPMUKOUO08 makx, 4moodvl OHU
MAKCUMAILHO ~ COOMBEMCMBOBANU  (PUBUOIOUYECKOMY U YUPKAOHOMY DUMMY
KOpmMu30.1a

2. Hzbexcamv pazeumus a0peHaio8o2o Kpusd

3. HUzbexcamb XpoHuyecKol nepeoo3suposKU U ee OMOAICHHbIX HeHCelamenbHbIX
aghghexmos (ocmeonopos, nosvlueHue KapOuo8acKyIsPHbIX PUCKOS,
Memabonuueckull CUHOpoOM)

4. Vayuwums Kauecmeo JcusHU NayueHma, obecneyus e20 NCUXOCOUUATbHYIO
aoanmayuro

3.1 JlekapcTBennas tepanus IIXHH

Pexomenayercss MCIO/Ib30BaHUe THIPOKOPTH30HA™* B KayecTBe Mpenapara Bb16opa s
JIeYeHUs] TEePBUYHOH HAANOYEeYHMKOBOH HEJIOCTATOYHOCTH B JIeTCKOM BoO3pacTe
(BocnosiHeHue ae(pMUNTA TIOKOKOPTHKOWAOB) B CpeaHeil 03¢ 8 Mr Ha mIomAaab

noBepxHocTH Teda (8 mr/m?) B 3-4 npuemal43-58].

YpoBeHb yOenuTeJbHOCTH pekoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbLCTB
-3)

KommenTapuu: I/Ipenapamom v1ioopa 6 0emckom 8o3pacme 61emcs 2UOPOKOPMU30H**,
Hasnauenus npeonuzonona™* u oexcamemaszona™* nexcenamenvno 6 demckom gozpacma,
0COOEHHO Y Oemell ¢ OMKPLIMbIMU 30HAMU POCIA 8 C853U ¢ DONLUUM PUCKOM DA3GUMUSL
nepeodo3UposKU OAHHLIMU NPENapamamu U ux He2camueHvlM IUsSHUEeM Ha pocm nayuenma. B
HEKOMOPbIX ~ CAYYAAX NPU  HEBOZMONCHOCMU — KOMNEHCAYUU COCMOSIHUAL — NAyuUeHmda
2UOPOKOPMUZOHOM* ¥, HUSKOU NPUBEPIHCEHHOCMU K NEYEHUI0, A MAK’ce Npu OMmcymcmeuu
npenapama 803MOMICHO HazHaueHue npeonuzonona**. Taxoice 603MONCHO HA3HAUEHUE
npenapamos KopmusoHa ayemamd, HO HeoOX00UMO NOMHUMb, YMO 6 OpP2AHUIME

HeoOXo0uMa e20 aKkmueayus npu NOMowju neuenounoco ¢epmenma 11-b6ema-
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euopoxcucmepouooecuopounazvl 1 muna, akmueHocms KOMopou eapuadenvHa 8 0emcKom
eo3pacme, u papMaKoKuHemuKa OaHHO20 Npenapama Moxicem Oblmsb HenpPeoCcKazyemol.
CpeoHnue 0036l UCNONIL3YEMbIX NPENnapamos:

o [uopoxopmuzon** 8 - 10 me/m2 /cym, 3x-4x-xpamuulil npuem,

o Kopmuzon — ayemam 10-12 me/m2 /cym 3x kpamuwiti npuem;

o [Ipeonuszonon™®* 2-3 me/m2 /cym 2x-Kpamuulii npuem

e Pexomenayercss  u30eraTb  Ha3HAYEHHS  CHHTETHYECKMX  TIIHOKOKOPTHKOWIOB
npoajieHHoro aeiicreus Aas JedyeHuss [IXHH B aerckom Bo3pacrte (IpeaHM30JI0H **,
AeKcaMeTa3oH **) [43-58]

YpoBeHb yoenuTeJbHOCTH pekoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbLCTB
-3)

Kommentapum: Haznauenus npeoHu3onona u 0eKcamemasona HelceiamenbHo 6 0emcKom
603pacma, 0cobeHHo y Oemell ¢ OMKPLIMbIMU 30HAMU POCMA 8 CEA3U C OONbULUM DUCKOM
pazeumus nepedo3uposKU OAHHbIMU NPEnapamami. U uUx He2amueHbIM GIUAHUEM HA POC
nayuenma. Hasnayenue OaHHLIX NPENnapamos GO3MONCHO MONLKO NpU  OMCYMCMEUU
antbmepHamuebl Uil

e MOHMTOPHHI 3a TepanMveidl TIIIKOKOPTHKOMIAMH M €€ KOPPEeKIHI0 PeKOMEHIyeTcs
NMPOBOAUTH HA OCHOBAHNH OILI€HKH CAMOYYBCTBHS, CKOPOCTH POCTa, BeCa, apTEePHAILHOI0
aaBjeHus namuenTal43-58].

YpoBennb yoeauteabHoCcTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB
—4)

Kommentapum: [lpu koppexyuu 003 enokokopmukouoos npu I[IXHH Heobxooumo
OUPEHMUPOBAMbCS 8 NEPBYIO OUepedb HA CaMouy8Cmaue nayuenma, Ha memnvl Habopa eeca
u ckopocmsb pocma. Jlepuyum enioKOKOPpMUKoOuoos 6yoem nposasisAmvbCs OMCYmcmeuem
npubasku 8 gece, c1aOOCMbvIO, BALOCMbIO, SUNOTUKEMUYECKUMU cocmoanumu. M36uimok
2NIIOKOKOPMUKOUO08 OyOem Nposeiambcs OblCmpbiM HAOOPOM 6eca N0 KYUWUHSOUOHOMY

muny, CHUsCeHuem memnoes pocmad, nogbluileHue Aﬂ,

o [ITanmentam ¢ IIXHH npu Haauyum AOKa3aHHOIO AeULIUTA MHUHEPATOKOPTHKOWIOB
peKoMeHayeTcsl Ha3HavYeHHe GuiyapokopTu3oHa[59-64].
YpoBeHb yOeauTeILHOCTH peKOMeHAaluil A (YpOBeHb I0CTOBEPHOCTH /I0KA3aTeJILCTB
-2)

KommenTapun:
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Ilpu 6onvwuncmee ¢opm I[IXHH umeem mecmo Oeguyum MUHEPALIOKOPMUKOUOOS.
Eouncmeennvim ~ 0OCMyNHbIM —~— MUHEPALOKOPMUKOUOHLIM — NPenapamom  A61sAemcs
@nyopoxopmuzon. Cymounas 0oza npenapama 8 cpeonem konedremes om 0,05 oo 0,15 me
6 cym. YV demetl epyonozo o3pacma 003a moxcem oocmueams 0,3 me 6 cymxu. Ilpenapam

npunumaemcs om 1 0o 3x paz 8 cymku 6 3a8UCUMOCHU OM O03bL.

e MOHHUTOPHUHT 32 Tepanueil MHUHEPAJOKOPTHKOUIAMH U €€ KOPPEeKIHUI0 PEeKOMEeHIyeTCs
NMPOBOAUTH HA OCHOBAHHMHM KJIMHHUYECKOH OIlEHKH, MO0 YPOBHIO JJIEKTPOJUTOB KPOBH M
PEHUHA MJI1a3Mbl (AKTUBHOCTH PEHHHA IJI1a3Mbl) [59-64].

YpoBennb yoeauteabHoCcTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB
- 4)

KommenTapun:

Hna noobopa 003vl hryOpoKOpmMU30HA 8AINCHA KIUHUYECKAS OYEHKA COCMOAHUA NAYUeHma
(msaea K conu, NOCMYpPANbHAsA SUNOMEH3Us,  HeyOOB1emeopumenbHulii Habop eeca npu
Odepuyume ¢hayopokopmusona u sunepmensus, omeKu npu uzbvimxe @uyopoKopmu3ona).
Takoce He0OXOOUMO OPUEHMUPOBAMBCA HA YPOBEHb IIEKMPOIUMOE KPOSU U PEHUHA

niaasmaol.

e HoBopoxkaeHHbBIM M JeTSIM NEPBOr0 roJa JKM3HH C [JOKAa3aHHBIM JAe(pHUIHMTOM
MHHEpPaJOKOPTHKOU/I0B JAOMOJTHUTEIbHO K Tepanuu (¢payapoxopTHzoHOM
peKoMeHayeTcsl 1o0aBJIeHHe B MUY XJOPHIa HATpusi[64].

YpoBennb yoeauteabHoCcTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB
- 4)

KommenTapum: V HogopooicOoennvix u y Oemeti nepgoco 200a HCU3HU MAKCUMANbHASA
HOMpebHOCMb 8 MUHEPANOKOPMUKOOAX U Ol NOJHOU KOMHeHcayuu O0emsm 2epyoHo2o
so3pacma pexkomeHnoyemcs Oobasiams K nuwe [-2 epama xiopuda Hampus Oaa

obecneuenus 00CmMamo4Ho20 nocmynjieHusl Hampus 6 Opecanusm.

o PexoMenayercsi mpoBoauTh OOy4YeHHe NMALMEHTOB W YJEHOB €ro ceMbH BOINPOCAM
o0cJienoBanus, Tepanun U ocodeHHocTel oOpa3a sku3uu npu IIXHH, a Takxke o0yuarb
HX MepONpPHUITHAM, KOTOpPble He00XOAMMO IPOBOAWTH CAMOCTOATEJBHO B OCTPBIX
CUTYAUMAX U NPHU Pa3BUTHH aiPEHATOBOI0 Kpu3a[65—69].

YpoBennb yoeauteabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB
-3)
KommenTapuu: Oowuoii u3 3nayumvlx npuyun cmepmu nayuenmos ¢ IIXHH sensemcs

Cl()peHCZJZOGblI;Z Kpus. B cea3u ¢ smum ouenv 8adicHo O6yll€HI/l€ nayuenmoe u ux
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POOCMBEHHUKO8 8ONPOCAM, C8A3anHbIM ¢ aeveHuem [IXHH u npogurakmuxoii pazeumus

aopenanosozo Kpusa.

3.2 Tepanus aapeHAJI0BOr0 Kpu3a

BceM mammeHTaM ¢ TOJ03peHHEM Ha  aJPEHAJIOBbIii  KPHU3 PeKOMEHIyeTcsl
He3aMeINTeNbHOe MapeHTePAILHOe BBEICHHE TMAPOKOPTH3OHA** B q03e 50 mr/m? ¢
NMOCJeYKIUM MPOJO/LKeHMeM BBeleHHs THAPOKOPTH30HA** u3 pacdera 50-100
Mr/m?*/3a cyTkd (B/B JUJIMTEIbHO B TeUYeHHe CYTOK WJIM TOJEJIEHHBLI Ha OOJIIOCHBIE
BBeJleHHS KaXkK/ble 6 4acOB), a TAKKe MapeHTePaTbHbIM BOCIOJTHEHHEM JKHIKOCTH.
YpoBeHb yOeauTeILHOCTH peKOMEHAanuil A (YPOBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB
-2)
KommenTapun:
Bcem nayuenmam, umerowum KIUHUYECKYIO KAPMUHY AOPEHAN08020 Kpu3d, HeoOX0OUMO
npoeedenue KOMNIEKCa He3aMeO0NUMeNbHbIX MEPONPUAMUIL
o [Ipoussecmu 3a60p obpasya Kpo8u 0. UCCIe008AHUS INEKMPOIUMOE U 2NIHOKO3bl
Kposu y nayuewma ¢ YCMAHOGIEHHOU panee NepeUudHoll HAONOYeYHUKOBOU
Hedocmamounocmyolo. Eciu y nayuewma pamee ne 6Owina ycmawnoenena I[IXHH
HeobxXoo0umo npouszeecmu 3a60p 0bpasya Kposu 01s ucciedoganus yposus AKTI u
KOpmu30ia 00 HA4ana 86edeHus 2noKoKopmukouoos. Ilpu omcymcemeuu
803MOIACHOCMU OBICMPO20 3a00pa 00paA3yaA KposuU HeoOX0OUMO He3aMedIUMeNbHO
npUCMynums K mepanuu (6 CIyyasx, eciu NayueHm euje He HAxX0OUmMcs 6 1e4eOHOM
yupecOeHuu).
o [Ipouzsecmu napenmepanivbHoe OO0NOCHOE 88edeHUe 2UOPOKOpmMuU3oHa™* ¢ doze 50
Me/M? ¢ nocnedyiowum npooondceHuem 66e0enus 2u0poOKOpmu3oHa** uz pacuema
50-100 me/m*/3a cymku (6/6 kaneavro OnumenvHo 6 meuenue Cymok uii nNoOeNeHHbLI
Ha 60I0CHbLE 88e0eHUs Kadicoble 6 uacos).
o B/g gsedenue 0.9% pacmeopa xiopuoa Hampus 6 0oze 20min/ke ¢ meuenue I uaca.
Ipu pazsumuu woka 603modxcHo ygeauuums 003y 0.9% pacmeopa xnopuoa nampus
00 60mn/xe 6 meyenue I uaca.
o [Ipu pazsumuu cuno2nukemuy K mepanuu 000asums pacmeopbl 210Ko3bl: 05 Oemel
00 12 nem — 5-10 mn/ke 10% pacmeopa enoxo3swl, 0nst demeti cmapute 12 rem — 0,5-
1 ep/xe entokosvl unu 2-4 ma/ke 25%pacmeopa 2noko3vi (MaKcumym 0OHOKpAmuo 25
2p 2/1H0K03bl) 8/8 MEONEeHHO CO CKOPOCMbio 2-3 MI/MUH.

o [Ipo6o0umsv NOCMOAHHBIN MOHUMOPUHE NYIbCA, apmepuanbHozo oasnenus, IKI
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o Konmpoaw kanus u nampus Kkadxcovle 2 yaca
o [lpu coxpausowelca Ha QoHe mepanuu cuneprkalueMuy ¢  MURUYHBIMU

usmenenuamu Ha IKI 603moaicHo ssederue pacmeopos cjIlOK0o3bl C UHCYIIUHOM

® B cayuae omcymcmeus 2uOpOKOPMU3OHA™** 803MOJCHO UCNONIL308AHUE pPACMBEOPA
0 ** 0 0 U

npeoHU3010HA 11 mepanuu  AOpPeHanoso2o - Kpusd. cnonv3oseanue

0eKcamemasoHa BO3MONACHO MOAbKO NPU OMCYMCMBUU OPYeUX 2n0KOKOPMUKUOO8

(cuopokopmu3zona™** u npeonuzonona**)

L4 Hpu Hopmaiuzayuu COCMOAHUA U IJIEKMpOoIuUmos nocmeneHHwlil nepexoa c 6/8

KaneabHo20 86e0eHUs Ha 6/M U dajiee nepexo0 HA NepopaibHvle NPenapamsl
o Dny0opokopmu3oH HA3HAYAemCcs npu 003e UOPOKOpMuU3oHa** menee 50 me/cym

3.3 llpodpnaakTHKa aIPEeHATOBOr0 KpU3a

Bcem nammentam ¢ IIXHH pexomenayercsi HOCHTBH OpacjieTbl WJIH KapTOYKH €
yKa3aHHeM HMeHH, HE00XOAUMOCTH NOCTOSIHHOM  Tepanuu IJII0KO- "
MHHEPAJOKOPTUKONUAAMH, PEKOMEHIALUAMHU MO0 OKA3AHUIO IKCTPEHHOH MeIHIIMHCKOMN
MOMOIIH, TejieGoHA T0BEPEeHHOr0 Juual65—69].
YpoBennb yoeauteabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB
—4)

KommenTapun:

Bcem manmentam ¢ [IXHH pexomenayercss mmers npu cebe HaOOp AJIsl HEOTJIO0KHOM
MeJIMUMHCKONH MOMOIIM (aMIyJa THAPOKOPTH30HA** (WIM MPeIHH30J0HA**), INIPHI)
[65—69]
YpoBensb yoeauteabHoCcTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB
—4)

KommenTapun:

Jasi npoduIAKTHKH Pa3BUTHA QJAPEHAJIOBOI0 KpH3a MNalMEHTaM pPeKOMEHAyeTcsl
YBeJMYMBATH 103y THAPOKOPTH30HA** MJIM MEePeXOAUTh HA MapeHTepajbHOe BBeJdeHHE
THAPOKOPTU30HA** B CTPECCOBBIX CUTYAllMAX B 3aBUCHMOCTH OT TSKECTH COCTOSIHUSI M
CHJIBI BO3/IeiicTBYOLIEro crpeccoBoro gakropa[3,4,10,70-74]

YpoBennb yoeauteabHoCTH pekoMeHaanuil C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB

—4)
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KommenTapun:
3abonesanus c nogvluienuem memnepamypol mena.
Ilpu noegvluenuu memnepamypol mena oonee 38°C nayuenmam c¢ [IXHH pexomenoosaro
yeenudenue cymounou 003vl cuopokopmuzona** ¢ 2-3 pasza, npu memnepamype 6onee 39°C
DPEKOMEHO08AHO Yeenudenue 003wl cuopokopmuzona** ¢ 3 paza. Ilpu memnepamype mena
00 38°C Heobx00umo opueHmupo8amvcs HA CAMOYY8CMEUe NAYUeHMA: NPU pa3eumuu
crabocmu U NIOXOM — CAMOYY8CMBUU PEKOMEHOOBAHO  VEEIUUUMb CYMOUHYIO  003Y
euopokopmuzona** ¢ 2 pasa
3abonesanus, conposoxcoarouiueca - HeGOIMONCHOCMbIO  NEPOPATIbHOZO  npUema
2UOpoKopmu3sona (ocmpovle Kuuieunvle UHpeKUuu, mpaemvl, ROGMOpHAA peoma 0Oe3
UH@pexkyuu u op.)
Heobx00umo oonokpammuoe 6/m 66edenue 2uopokopmuzona™* uz pacuema 50me/m’> unu :

e Jdemsam 0o 3 nem - 25 me 6/m,

o om30o7nem -50mee/Mm,

o om 700 12nem— 75 mee/m

o cmapwe 12 nem - 100 me 6/m
Jannas 0o3za obecneuum nompedOHOCMb 8 2NIOKOKOPMUKOUOAx 00 6 4acos u no3eoaum 3a
9MO  8pemMa  00pamumvca 3a CReYUANUSUPOBAHHOU MeOUYUHCKOU nomowwio. Ilpu
COXPAHAIOWEMCS NI0XOM CAMOYYBCMEUU, pgome uepe3 6 uacom HeobXo0UMO NOSMOPUMb

86edeHUe 2UOPOKOPMU3OHA ™ ¥,

Maublie U cpelHHe MHBAa3HBHbIE BMENIATEILCTBA
Pexomernoosano oonoxpamuoe 6/m 66edenue cuopokopmuzona™** nenocpedcmeenHo nepeo
emewamenscmeom uz paciema 50me/m’ unu :

e Jdemsam 0o 3 nem - 25 me 6/m,

e om30o0 12nem -50me6/m,

o cmapwe 12 nem - 100 me 6/m
[Ipy  HEOOXOAMMOCTH TOCHUTATM3AIMHM  MAIMCHTA [OCJAC TMPOLEAYPhl  MOKAa3aHO
IPOJIOJKEHIE APEHTEPAIBHON Tepanuu B 103e S0me/m’ 6 meuenue cymox 6/6 mMednento u
pazoenums OaHHY10 003y HA 4 66edenus 6 meueHue 24 uacos.
Ilpu  manounsasuenvix  npPoYedypax  B03MOINCHO OOHOKpAMHOe  YGeiuueHue  003bl

nepopanbHo2o cuopokopmuzona** ¢ 2-3 pasza.

Bbonvuiue unsazuenvie emeuiamenbcmea
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Ilpu xupypeuueckux onepayusx c¢ oOweu anecme3suell, MANCENbIX MPABMAX, pPOOaAx U
3a001e8aHUAX MPEOYIOWUX UHMEHCUBHOU Mepanuu HeoOX00UMO:

®  HenocpeoCcmeeHHO neped anecmesuell peKOMeHO08AHO 88edeHUe UOPOKOPMU30HA **
B no3e S0me/M’ (nayuenwmam cmapwezo 6ospacma u e3pociviv - 100 me
00HOKpammo), ¢ nocredyowum eeedenuem 2uopokopmuszona 50-100me/m’ 3a cymiu
6/6 MeOeHHO Henpepvi8HO UIU PA30eiumsb OAHHYI0 003y HA OONIOCHbIE 6/68 86e0eHUs
Kaodicovie 6 4acoe.

o Ha credyrwowuii OeHb nocie emewamenbcmea npu CmadUIbHOU KIUHUYECKOU
Kapmuue U BO3MOMCHOCMU Nepexo0d Ha IHMEPAbHblll npuem npenapama
peKomMeHO08ana mepanus mabiemuposaHHbIMU QopMaMUu  2UOPOKOPpMU3oHaA™** 6
oozax 6 3-4 paza npesvumarowux cmaHoapmuyro 003y nayuenma. Ilpu
HeCmabunbHOM — COCMOSHUU — NAYUeHMAa Ul HEeBO3MOJNCHOCMU nepeumu  Ha
OHMEPANbHBIIL Npuem npenapama — npoooINCUMb HAPEHMEPANIbHOEe B8e0eHUe
2uUOpoKkopmu3oHa™** 6 eude 6/6 MeOdleHHOU NOCMOSAHHOU UHQDY3UU UIU PA30eTUMD

CYMOYHYIO 003V HA DONIOCHbLE 88€0eHUsl Kadicovble 6 uacos.

4. MeauuuHcKAasi peaﬁn.ﬂnTaunﬂ U CAHATOPHO-KYPOPTHOEC JICYCHUE,
MEAUIMNHCKHUC ITOKA3aHUA U IIPOTHUBONOKA3aHUA K IPUMCHCHUIO METO10B
MCI[I’IIIPIHCKOﬁ peaﬁn.ﬂnTaunn, B TOM YHUCJI€ OCHOBAHHbIX HA UCIIOJIB30BaAaHUH

NPUPOIHBIX JIe4eOHbIX (PAKTOPOB

Criermuduueckue peabuIUTaIMOHHBIE MEPOIIPUATHS HE pa3padOoTaHbl

S. HpO(l)I/I.HaKTHKa H TUCHIAHCEPHOE Haﬁnmnenne, MEANIMNHCKHEC NTIOKA3aHUA |

NPOTUBOIIOKA3AHUA K IPUMCHCHHUIO METOAO0B IIpO(l)I/IJIaKTI/IKI/I

Bcem mnammentam ¢ IIXHH pexomenayercs 1 pa3 B 3-6 MecsineB NpOBOIMTH
o0ciienoBanue Il OLEHKH HEOOXOAMMOCTH KOPpPeKIHH Tepanuu M0 CJeAyHIIUM

nokazarenasam:[32,43-48,55,57-60,64,75]

1. /lanHBIe OCMOTPa — CKOPOCTH POCTa, THHAMHKA Beca, apTepHAJIbHOE JaBJeHHe,

OIICHKA KO’KHBIX NOKPOBOB M CJIU3UCTBIX, OLICHKA CAMOYYBCTBHA;

2. AHa/iu3 KPOBHM HA PeHUH (AKTHBHOCTH PEHHHA IJIA3Mbl), KAJIHil, HATPHIL
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YpoBeHb yOoenuTeJbHOCTH pekoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbLCTB
—4)

KomMeHTapuu: neobxooumo pezynsproe ob6ciedosanue y dHOOKPUHONIO02A UTU Neouampa
0715 Koppexyuu mepanuu. Tepanus 2m0KOKOPMUKouUOamu nooOUpaemcs no camo4y8cmeuro
nayuenma, OuHamuke eeca, ckopocmu pocma. Koppekyusi 003v1  hryopoxopmu3zona
nposooumcs Ha ochosanuu AJl, snexmponumos Kpoeu u peHuHa Niazmul(AKmueHoCmu

PERUHA NIIA3M bl)

6. Opranusanusi OKa3aHus MeAUILUHCKON MOMOLIHU

IToxazaHus U1l TOCOUTANIN3ALNUN B MEIULIMHCKYI0 OpPraHU3alMIo:

1. OKCTpeHHas TOCHUTaJIM3alMs AETed B CTAllMOHAp C NpU3HAKaAMHU aJpEeHaJIOBOIO
Kpu3a Ui YTOYHEHHUS JUarHo3a W IPOBEACHUS HSKCTPEHHBIX MEPOIPUATUN 110
KYIIMPOBAaHHUIO KPHU3a;

2. DKcTpeHHas TrOCHMTaIu3alus JETe B CTallMOHAp C YCTaHOBJIEHHBIM JMAarHO30M
IIXHH npy BO3HUKHOBEHUH aIpE€HATIOBOI0 KpHU3a;

3. IlmanoBas rocnuranu3auus B CTallMOHAp WIM JHEBHOW CTAalMOHAp JAETEH C
nono3penreMm Ha [IXHH mpu oTCyTCTBUM BO3MOXHOCTHU NPOBEACHUS NEPBUYHOTO
o0cIieIoBaHus B MTOJTHOM 00beMe aMOyJIaTOPHO, B TOM YHCJIE IETEH U3 TPyl prcKa
no passutuio [IXHH (manueHTs! ¢ HaciaeATCBEHHBIMM CHUHIPOMAaMH, IPU KOTOPBIX
MoxkeT pasBuBatbes [IXHH);

4. IlnanoBas rocnuranu3anuss B CTAalMOHAp WM JHEBHOM CTAallMOHAp JETEH C
ycTaHoBJIeHHBIM auarHo3oM [IXHH mpu OTCyTCTBMM BO3MOXHOCTH IIPOBEICHMS
JMHAMUYECKOT0 00cieIoBaHNs B TIOJTHOM 00beMe aMOyJIaTopHO;

IToxka3aHus K BBINUCKE MALUEHTA U3 MEIULUHCKOW OPraHU3aLlun:

1) B chayyae SKCTpEHHOW TOCHMTANIM3AaLUMU pEOEHKAa C KPU30M HAJINOYCYHHUKOBOH
HEJOCTATOYHOCTH BBINIMCKA W3 CTAalMOHApa OCYLIECTBISETCS I0CIE KyIUPOBAHMS
KpH3a HAAMOYCYHUKOBOW HEJOCTATOYHOCTH M TepeBoja peOeHKa Ha MpHeM
TabJIEeTUPOBAHHBIX MIPETIAPATOB;

2) B cnywae rocnuranuzanuu pedenka ¢ nogospenueM Ha [IXHH Beinucka manueHTa u3
CTalMOHapa WX JHEBHOI'O CTAllMOHApa OCYILIECTBISAETCA I10CIE YTOYHEHHUS JUarHo3a u
OIIpEelIeIICHUs TAKTUKH JICUCHHUS;

3) B caywae rocnuranuzauuu pebeHka C ycTaHOBIEHHBIM auarHo3oM IIXHH nmns
JUHAMUYECKOT0 00CIeI0BaHUS U KOPPEKLIUU TEPANUK HMAllMEHT MOXKET ObITh BBIITUCAH

MOCJIC 3aBCPUHICHUA NPCAYCMOTPCHHOI'O KIMHUYCCKHUMU PCKOMCHIAIUAMHA o0BeMa

29



o0ce10BaHus U KOPPEKIMH MTOTy4yaeMOi Teparnuu.

7. JonosHuTebHasA nHPopManusa (B TOM yucjie GaKkToOpbl, BJUSIONIAE HA HCXO/

3200/1eBAHUSIMJIA COCTOSTHHS)

KpnTepml OIICHKHU KadYecTBa MeIlHIIHHCKOﬁ nmomMoimu

Ne Kputepun xavuecrsa Ouenxa
BbITIOJIHCHNS
1. HccnenoBaHbl 2IEKTPONINTHL KpoBU (Kanuii, HaTpuii), AKTI,
KOPTHU30J, PEHHMH (AKTHUBHOCTh PEHMHA IUIa3Mbl) IIpH na/Her
JMArHOCTHKE 3a00JIeBaHUS
2. Ha3nauena tepanusi TiIOKOKOPTUKOUIHBIMU U, IPU HAJIHYUU
MOKa3aHUN MHMHEPATOKOPTUKOUIHBIMU TpernapaTaMud Mpu na/HeT
nocraHoBke nquarnosa [IXHH
3. [TpoBoauTcst MHAMUYECKOE HAONIOIEHUE 32 MAIUCHTAMH C
ycraHoBieHHbIM auarHo3oM IIXHH ne pexe 1 pa3a B 6 mec Aa/uer
4. [Tpu nuHamMuueckoMm HaOmroneHuu 3a narueHTamu ¢ [IXHH
Ha NpUEMe NPOBE/ICHO U3MEPEHHE POCTa U Beca C OLIEHKOM na/Her
JUHAMMKM ~ JJaHHBIX TIOKa3aTelled 10 CPaBHEHHIO C
MpEeAbIIYIIMM BUZUTOM
5. [Tpu nuHammueckoMm HaOmrosieHuu 3a marueHTamu ¢ [IXHH
npoBeaeHo u3mepenue AJl Aa/uer
6. [Ipy nuHamMuueckoM HaOMIONEHUM 3a MALUMEHTaMU C
IePUIITOM MUHEPATIOKOPTUKOUIOB IIPOBEJEHO a/ker
UCCIIEIOBAaHUE YPOBHS PEHMHA IUIa3Mbl M D3JIEKTPOJIUTOB
KpoBH He pexe 1 paza B 6-12 mec
7. [Tpu nuHamMuueckoMm HaOmroneHuu 3a nanueHTamu ¢ [IXHH
IIPOBEJIEHA KOPPEKIMs TEpallMd Ha OCHOBAHWU PE3YJIbTaTOB na/Her

o0cenoBauus
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Mpunoxenue Al. CocraB padoyeil rpynnsl o pa3padoTke U NepecMoTpy

KJIMHUYECKUX PEKOMEeHAAUNH
PYKOBOJAUTEJIM:

IlerepkoBa BajsenTuHa AJiekcanapoBHa — axagemuk PAH, mnpodeccop, mokrop
MEIULMHCKUX HayK, Hay4dHbli pykoBoaurenb HMHctuTyTa nerckoi suaokpuHoiaorun PI'BY
«HMUIl »supokpuHomoruw»  MunsnpaBa Poccuum, 3aBemyromass  kadempoid — meTckoi
SHJIOKPUHOJIOTUH-1a0eTONornn MHCTUTYTa BBICIIETO U JOMOJHUTEIHHOTO MPO(EeCCHOHAIBLHOTO
obpazoBanust ®I'BY «HMMUL] supokpuHonorun» MunsapaBa Poccum, TiaBHBIN BHEHITaTHBINA
JNETCKHUH CIIELMAIIACT SHAOKpUHOI0r MuH3npasa Poccun

Bbe3nenknna Ouabra BopucoBHa — IOKTOp MEAMIMHCKHX HayK, 3aMECTUTENb JUPEKTOpa
entpa - mupekrop MHcruryra nerckou suaokpuHonorun OI'bY «HMMUIL sunoxpuHONIOrum»
MunsapaBa Poccun, npodeccop kadeapbl AeTCKOM 3HIOKpUHOJIOTHH-AHaderonornn MHcTUTyTa
BBICIIIETO M JONOJIHUTEIBHOTO Tpodeccuonanbuoro oopazosanust @I'bY HMUIL sunokpuHonoruu
Mun3snpasa Poccun

ABTOPBI TEKCTA:

Co3zaeBa Jleiiia CaJuxoBHA - KaHIUAAT MEOUIMHCKUX HAayK, CTapliui Hay4dHBIN
COTPYAHMK OTHEJICHUS OIlyXOJIEW SHAOKPMHHOW cuCTeMbl MHCTUTyTa AETCKOM 3HIAOKPUHOJIOTHH
OI'bY HMMUII sunokpunosoru Munsgpasa Poccun

Kapesa Mapusi AHapeeBHAa - [OKTOp MEIMLMHCKMX HayK, 3aBeAyHOIas JIE€TCKUM
OTJEJICHUEM OIlyXOJEeH HSHIAOKPUHHOM cuctembl MHctuTyTra nerckoil snpokpusHonorun OI'BY
«HMUL] supokpuHonorun» Mun3zapaBa Poccun, moueHT kadeapbl NETCKOW 3HIOKPUHOJIOTHH-
nuabetonoruu MHCTUTYTa BBICIIETO M IOTIOJIHUTENBLHOTO podeccnonanbHoro oopazoBanus OI'bY
«HMMULI snnoxpunonorun» Munsnpasa Poccun

Opaosa Enm3aBera MuxailioBHa — JOKTOp MEIUIMHCKUX HayK, BEAYLIMH Hay4dHBIN
corpynuuk. JlonmeHt kadeapel gerckoit sHmokpuHomoruu MBuJIIIO ®I'BY «HMUI]
SHAOKpUHOJIOrUW» MuH3npasa Poccun

IKCIIEPTBI:

ManueBckuii Ouer ApTypoBMY, TOKTOp MEIWIMHCKHX HayK, mpodeccop kaderpbl
rociutanbHol  neguatpun  ®I'bOY  BO  «bamkupckuil rocyAapCTBEHHBIM  MEAMLIMHCKHUN
yHuBepcuteT» MuH3znpasa Poccuu, IiaBHBIM BHEIUTATHBIM CIIELUAINACT JCTCKUN DHIOKPUHOJIOT
IIpuBomkckoro denepaabHOrO OKpyra.

IHerpsaiikuna Ejnena EpumoBHa - 10KTOp MEIMIIMHCKUX HAYK, IMpeKTOp Poccuiickon
nerckor kimuaudeckoi 6osHUIBI PIAOY BO «Poccuiickuii HalmoHaIBHBINA UCCIIE[0BATEILCKUAN
MeauuuHckui yausepceureT umenu H.M.ITuporosa» Munsgpasa Poccun, riaBHbIN BHEIITATHBIN
CIIELIMAIUCT ACTCKUM Y3HAOKPUHOIOT T'. MOCKBBI, IJIaBHBI BHEIUTATHBIN CIIELIUATUCT JETCKUI
sHaoKkpuHoJor llenrpansaoro @O.

MlankuHa JIo00Bb AJleKCAHAPOBHA -  JIOKTOp MEIWIIMHCKUX HayK, mpodeccop
WNHctuTyTa Tepanuu M MHCTpyMeHTanbHOW auarHoctukn @PI'BOY BO  "Tuxookeanckuii
rOCy/IapCTBEHHBI MEIUUMHCKUN YyHuBepcutrer' MunzapaBa Poccuu, riaBHBIM BHEIITATHBIN
CHELHUATUCT AeTCKul 3HA0KpuHOoiI0rT JansueBoctouHoro ®O.

Tapanymenko TarbsiHa EBreHbeBHa -  JOKTOp MEAMIMHCKHX HayK, 3aBelyrolias
Kadenpoil meauaTpuM HHCTUTYyTa HocieauruioMHoro obpaszoBanus I'BOY BO "Kpacnosipckuit
rOCYJapCTBEHHBI MEIUIIMHCKUNA yHHMBEpCHTET UMeHH mpogeccopa B.D. Boiino-fceneBckoro"
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MunzapaBa Poccuu, riaBHbIN BHEIITATHBIN CHEHUAINCT ACTCKUN 3HIOKpUHONOr KpacHospckoro
Kpasi, TTIaBHBIM BHEIITATHBIN CIIENUATNCT OeTCKUi 3HI0KprHOIOT Cudupckoro ®O.

KusieB Auekceii BacuiabeBHY - JOKTOp MEIUIMHCKUX HaykK, mpodeccop Kadeapsl
rociutanbHol  mexauatpun ®I'BOY  BO  "Vpanbsckuil  TrocyapCTBEHHBIM  MEAMLIMHCKHUN
yHuBepcuteT" Munsapasa Poccun, pykoBoaurens LlenTpa nerckoit snmokpuHonoruu I'AY3 CO
«O0sacTHasg JeTCKas KIMHHYECKas OOJbHMIAY», TJIABHBIM BHEIUTATHBIM CIEHUANUCT JETCKUN
sHAOKpUHONIOT  CBEpJUIOBCKOM  00NacTH, TJABHBIM  BHEIITATHBIA  CHEIMAIUCT  JICTCKHA
sHA0KpuHOJOr Ypansckoro ®O.

Koctposa Upuna BopucoBHa - 3aBeyronias OTACICHUEM AETCKON 3HI0KpuHoIoruu ['BY
"Jlerckasi pecnyOnukaHckas knuHu4Yeckas OonpHUIa uM. H. M. KypaeBa", riaBHbIi BHEIITATHBIN
CTHELUANNCT JETCKUH 3HIOKPUHOJIOr pecmyOnuku JlarectaH, IiaBHBIM BHEIITATHBIA CHEIMAIHCT
netckuit sg0KpuHONIOr CeBepo-KaBkazckoro ®O.

Bamnuna Enena bopucoBHa - [TOKTOp MEIUIIMHCKUX HayK, mIpodeccop Kadeapbl
SHAOKpUHOJOTMM uMeHu akagemuka B.I. bapanoa ®I'OYBO  «Ceepo-3ananHslii
rOCyJapCTBEHHbIM MEIULUMHCKUN yHuBepcureT umeHu .M. MeuynukoBa», IJIaBHBIM BHEIITATHBIN
CHELMAIUCT AeTcKui sHnoKkpuHoor Cesepo-3ananHoro ®O.

I'ankuna I'anuHa AJIeKCaHAPOBHA - JIOKTOP MEIMLMHCKUX HayK, 3aBEAylollas JeTCKUM
SHAOKpUHHBIM otaenenueM HUM axkymepctBa u neguarpun OI'bOY BO "PoctoBckuii
rOCy/IapCTBEHHBI MEIMUMHCKUN YyHuBepcuter' Mun3apaBa Poccuu, riaBHBIM BHEIITATHBIN
CHEIMAUCT JETCKUA SHIOKPUHOJIOT POCTOBCKOHM 00acTH, TTaBHBIM BHEIITATHBIA CIEIIUATHACT
netckuit sHg0KpuHOIIOT FO%kHOTO OO.

KoH}nukT nHTEpECOB:

Unens! paboueil TpyIbl AEKIAPUPYIOT OTCYTCTBHE KOH(IINKTAa HHTEPECOB.
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[Mpunoxenue A2. Metomos10rust pa3spadoTKu KINHUYECKHX PEKOMEHIALMH

IleaeBasi ayIuTOPHSA JAHHBIX KIHHUYECKHX PEKOMEHIAIIMIA:

l.neTckue 3HI0KPUHOJIOTH
2.meauaTpel
3. IeTcKue peaHuMaTOIOrU-aHECTE3NOIOTH

Ta6auna 1.11Ikana oueHku ypoBHEW IocToBepHOCTH HokazarenbeTB (Y )i meronos

JMAarHOCTUKH (AUAarHOCTUYECKUX BMEIIATEIIHCTB)

YA Pacun¢pposka

1 Cuctematuueckrue 0030pbl HCCIEIOBAHUN C KOHTPOJEM pPe(PEepeHCHBIM METOAOM WM
CHUCTEMaTHYeCKHii  0030p  paHIOMM3MPOBAHHBIX  KJIMHHYECKUX  MCCIEJOBAHUH  C
IIPUMEHEHUEM METa-aHaIn3a

2 OtnenbHble HUCCIENAOBAaHHUS C KOHTPOJEM pe(QEepeHCHBIM METOAOM WU OT/AEIbHbIC
PaHIOMU3UPOBAHHBIE KIMHUYECKHE WCCIICAOBAHUS M  CHUCTEMaTHYECKUe 0030pHbI
UCCIIeIOBAaHUM J1I000r0 AM3aifHa, 3a MCKIIOUYEHHEM DPaHIOMHU3UPOBAHHBIX KIMHUYECKHX
HCCIIE0BaHUH, C IPUMEHEHUEM METa-aHalIn3a

3 HccnenoBanust 0€3 MOCIEIOBATEIBHOTO KOHTPOJIS pe(EepeHCHBIM METOIOM MU
UCCIIeIOBAaHUsT €  pe(epeHCHBIM METOAOM, HE SBISIOIIUMCS HE3aBUCUMBIM  OT
HCCIIEAYEMOr0 METOIa WIM HEPAHIOMU3UPOBAHHBIC CPABHUTEIIBHBIC HUCCICOBAHUs, B TOM
YHUCJIE KOTOPTHBIE UCCIIEN0BAHNS

4 HecpaBHurenbHbIe UCCIIEN0BAHNS, ONMCAHUE KIMHUYECKOTO Cllydasi

5 Nwmeetcs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHS WIM MHEHHE KCIIEPTOB

Ta6auna 2.11Ikana oueHKH YpoBHEW IOCTOBepHOCTH HokazarenbeTB (Y )i meronos

npoUIAKTUKY, JICYCHUSI U peabuiauTanuu (MpoUIaKTUYECKHX, JIeUeOHBIX, PeadMINTAllMOHHbBIX

BMEIIATENILCTB)
YA Pacuiugposka
1 Cucrematnueckuii 0030p PKH ¢ npuMeHeHneM MeTa-aHaiansa
2 Otnensapie PKU u cuctemaruuyeckue o0030pbl HUCCIENOBaHH JI0OOTO 1u3aiiHa, 3a
uckmouennem PKH, ¢ npumeHeHneM MeTa-aHaiuu3a
3 HepannomuzupoBaHHbIe CPAaBHUTENIbHBIEC UCCIEAOBAHMS, B T.4. KOTOPTHBIE HCCIIEIOBAHUS
4 HecpaBuurtenbHble uccaeAoBaHUs, OMUCAHUE KIMHMUYECKOTO CiIy4yasi WJIM CEPUU CIydaes,
MCCIEAOBAHUS «CIYYA-KOHTPOJIbY
5 Nmeercst numb 00OCHOBAaHME MEXaHHM3Ma JICHCTBHS BMEIIATEIbCTBA (JIOKIMHUYECKHE

I/ICCHCILOBaHI/IH) HJIM MHCHUC SKCIICPTOB

Ta6auua 3.11Ikana orenku ypoBHell yOeauTenbHOCTH pekoMeHaauuii(YVYP) nis meronos

npoUIAKTUKH, TUATHOCTUKH, JICYCHUS U peabuinuTanuu (MpopuIakTHIeCKUX, TUAarHOCTHUECKUX,

ne4eOHbIX, peabuINTAIMOHHBIX BMEIIATEIbCTB)

YYP \ Pacuiugposka
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A CunbHass pekoMeHmanus (Bce paccMaTpuBaeMble KpuUTepuu 3(PPEeKTUBHOCTH
(ucxonpl) SBIAIOTCS Ba)XKHBIMH, BCE MCCIEAOBAHUS MMEIOT BBICOKOE WIH
YIOBJIETBOPUTEIBHOE METOI0JIOTMUECKOE Kaue€CTBO, X BBIBOJBI 10 MHTEPECYIOIUM
UCXOJaM SIBJISIFOTCSI COIJIACOBAHHBIMU )

B VYcnoBHas pekoMeHIalus (He BCe paccMaTpuBaeMble KpUTEPHH 3(PPEKTHUBHOCTH
(ucxonpl) SBIAIOTCA BaXXHBIMH, HE BCE HCCIECJOBaHMS HMEIOT BBICOKOE WIH
yJIOBJICTBOPUTEIBHOE METOJOJOTHMYECKOEe KAauyeCTBO W/WIM HMX BBIBOJIBI IO
MHTEPECYIOUIMM HCX0JIaM HE SIBJISIFOTCSI COITIACOBAHHBIMU)

C Cnabas pexomeHmanus (OTCYTCTBHE JOKa3aTeNIbCTB HAJUICKAIIETO KadyecTBa (Bce
paccmarpuBaeMbie Kputepuu 3PGEKTUBHOCTH (MCXOBI) SBISIOTCS HEBAXKHBIMU, BCE
HCCIEAOBaHUSI MMEIOT HU3KOE METOJO0JIOTMUYECKOE KAaueCTBO M HMX BBIBOABI 11O
WHTEPECYIONINUM MCX0J]aM He SIBIISIFOTCS] COTIIaCOBAaHHBIMM )

Iopsiaok 00HOB/IeHNS KINHUYECKHX PEKOMEH/Ialuii.

Mexanu3sm  OOHOBICHHMS  KIMHUYECKMX  PEKOMEHJAIMH  TpeaycMaTpuBaeT  HX
CHCTEMAaTHYECKYI0 aKTyaJIM3alUI0 — HE PEeXe YeM OJMH pa3 B TPH T'0/a,a TaKKe MPH MOSBICHUU
HOBBIX JIaHHBIX C TO3UIMM JO0KA3aTEIbHOW MEIUIIMHBI 0 BOMPOCAM TUArHOCTUKH, JICUCHHS,
npopWIaKTUKA W peadMIUTalMu  KOHKPETHBIX  3a0o0NeBaHM, HaJIMYud OOOCHOBAHHBIX

JOTIOJTHeHU/3aMeyanuil K paHee yTBepka¢HHbIM KP, HO He uvaie 1 pa3a B 6 MecseB.
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le/momenne A3. Cl'lpaBO‘lHl)Ie MaTepuaJibl, BKJIIO4Yasg COOTBETCTBHUC
NOKa3aHMuil K INPUMCHCHHUIO A IIpOTI/IBOIIOKafSaHI/Iﬁ, CcIoco0oB NPHMCHCHHUSA U 103
JEKAPCTBEHHLIX IMPpeEmapaToB, UHCTPYKIUHA IO IPUMECHCHUIO JTJCKAPCTBCHHOI'O
npenapara
[Ipuka3 Munucrepctsa 3apaBooxpanenus Poccuiickoii @eneparun or 9 Hosi6ps 2012 roga N
8491 «O0 yTBep)ACHUU CTaHAAPTA CIICHUATH3UPOBAHHON METUITTHCKOM MTOMOIIH ACTSIM MPH

rurnonaparupeose» (3apeructpupoBano B Muntocte PO 26 despains 2013 r., peructpauroHHbIi Ne

27320)

AKTyanbHbIC HHCTPYKIIUH 10 TPUMEHEHHIO JICKApPCTBEHHBIX MPENapaToB PacloIOKEHbI Ha
ounmansHoM caiire Munsnpasa Poccun http://grls.rosminzdrav.ru/Default.aspx

(http://grls.rosminzdrav.ru/Default.aspx).

39



IIpuioxkenue b. AJlropuT™Mbl AeCTBHH Bpaya

NatonoruA

NOBbILUEHDI

NOBbILEHbI }

*MpU HEBO3MOXKHOCTH HCCIICOBaHMS aHTUTEN K 21-rmapoxcmiase uckimrodaeM AIIC 1 twma wm nmamee mepemuMm K

HCKITFOYCHUIO APYTUX HACIIEACTBEHHBIX CHHAPOMOM U IOBPEKETHUA HAAIIOUYCUHUKOB
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IMpuaoxkenue B. UHpopmanus 11 namueHTa

Haonoueunuxku — umo 3mo maxoe?

Haonoueunuku — 2mo 06a HeOOAbUUX MPEY2OTbHBIX «KOMOUKA» BECOM 6Ce20 NUlb OKOLO
10 2, xomopwie pazmecmunucy HAJ nouxkamu, nosmomy oMU MaAK U HA3LIBAIOMCS
HAJIIIOYEYHHUKHU. Onu ecmo y kaxcoozo yenogexa.

3auem HyscHBI HAONOUEUHUKU?

Haonoueunuku — 2mo 3HOOKpUHHble dceesbl, KOMmopbie NPOU3BOOAM OUEeHb BAJCHblE O/
opeaHusmMa eewecmed — 20PMOHbL.

Buympennss («mo3zeo6asn») wacme HAONOYeUHUKA NPOU3BOOUM AOPEHATIUH.

Hapyocnas uacms, ee Hazvi8aiom «Kopa HAONOYEYHUKA», NPOUZBOOUM KOPMUKOCHEPOUObL
(Kopmu3on, anb0ocmepon u aHopozeHsvl):

o KOPTH3O0JI — 20pmon, KOmMOpwIli nomozaem HpPASUIbLHO UCHOIb308ANMb 3ANACHL
9Hepauu 8 OpeaHusme (210K03y, OenKu, Hcupwvl) u pezyaupyem padoomy Kaxcoou
kaiemxku Baweeo mena. Kpome mozo, kopmuson nomozaem uenosexy 6opomvcs ¢
cmpeccom U UH@eKYusMU, npuoaem CUIbl U IHEPLUIo.

o AJIB/IOCTEPOH — moodce 20pMOH, KOMOpPbIU Npouzeooam Haonoueunuxu. OH
KOHmpoaupyem, umobul 8 Bauiem opeanusme 0bl10 CMOIbKO 600bl, KAIUSL U HAMPUS,
CKOJILKO HeobX00umo, umobvl npasuivHo pabomano cepoye, NoYKu u 6ce opyeue
opeambl, N0O0epHCUBaem HOPMAlbHOE apmepuaIbHoe 0deieHue.

o AHJ[POI'EHBI — wmyosicckue nonogvle 20pMOHbBI, KOMOpble 8blpabamuvléaiomcs 8
HAONOYeYHUKAx 6 HebOoIbUIOM KOIudecmae.

Ymo makoe HAONOUEUHUKOBAA HEOOCIMAMOYHOCHb?

Haonoueunukogoil nedocmamouyHocms  o3Hauaem, 4Ymo 6 opeaHuzme He Xeamaem
kopmu3ona. Yacmo ne xeamaem ewe u anvboocmepona. bez kopmuzona u arboocmepona uenogex
ocums He moocem. Ecnu xopmuzona e xeamaem, mo 4enio8eK CMAHOBUMCS CIAAObIM, ) He2o
nponaoaem annemum, Hem CUl uepams, pabomamao, Y4umsCs, a UH020a 0axice Xo0umn:

o Ecnu ne xeamaem anvoocmepona, mo conb (Hampuil) HauuHaem yX0OUmv u3
opeanusma emecme ¢ 8000u. Jloou Hauunarom Ooxvbwe ynompeoOaiamev coau 8 Nuwy, 4moowvl
gozmecmums ee nexeamky. Ilpo demetl yacmo pooumenu 2080psm, YMo OH «eCm COlb U3 COJOHKUY

Cumnmomamu maxk HA3bI6AEMOU «HOMepU Coauy  Mozym Oblmb peomd, HNOHOC,
0be3soxcusanue. Bpauu nazulearom 3mo coOCMosHUe «CONbMEPAIOWULL KUY

Cumnmomuol HAONOYESHHUKOBOU HeOOCMAmMOYHOCMU
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L4 Ilomemnenue KoMCHbIX NOKpo606 (CMyZJZOCMb, ((6p0H306a}1 Kooreay, «s3acapy

memHble JIOKmu u KO]ZeHM)

o Heobviuno 6vicmpas ymomasieMocms u ype3mMepHas yCmanocms
o T'onosoxpyorcenue

o Ouenv HU3KOE apmepuanvbHoe 0asieHue

o Towmnoma, peoma

o Ilonoc (Ouapes)

° Ilnoxoti annemum

° bonu 6 scusome

° Movuweunasn crabocmo

° Ilomeps geca 6e3 00beKMUBHBIX NPUHUH
° Tsea x conernotui nuwu

o Jenpeccus

° Hu3zkuui ypoeens enoxo3vt 6 Kposu

Ilpu nosenenuu maxkux CUMRHIOMO8 HYHCHO HE3AMEOIUMENbHO COOOUWUMb 00 IMOM
Bawemy ookmopy, komopwlit nomodxcem onpeoenums, C6A3AHO JIU IMO C HAONOYEYHUKOBOU
HeO0CMamoyHOCMbIo U HAZHAYUMD 00C/1€008aHUe U JleUeHUe.

Ilouemy naonoueunuku nenpaguibho pabomarom?

Hz6ecmno MHO20 NpuuuH, no KOMOPLIM HAONOYEYHUKU Nepecmaiom npou3eooums
00CmMamoyHo KOpmu30aa u aibO00CmepoHa.

o Bpooicoennvie nacnedocmeennwle 3a001€6aHUA HAONOUEUHUKOE

(8poocoennas  Ouc@yHkyus Kopvl HAONOYEUHUKOB, BPONCOCHHAA 2UNONIA3UA

HAO0No4euHUKos, aopenonetkooucmpodus u opyeue 6oaee pedKkue npuduHbsl).

YV Oemeii uawe 6ceco naonoueunuxogas HeOOCMAMOYHOCMb NPOAGIAEMC 8 pe3Vibmame
eenemuyeckozo Oegpekma. Ilpoucxooum coOoll Ha «padbpuxe npouzsoOCmMea Kopmusona u
anbOOCMepoHay, KOMopas pasmewaemcs 6 HAONnouyeuyHukax. IOmy «pabpuky» Ha3wvleaom
cmepoudozene3om. Ha neii pabomaem MHO20 NOMOWHUKOS ((hepmeHmo8), Komopbie «cobupaom
20PMOHDbL U3 HYHCHBIX YACMEU.

Ecnu kmo-mo u3 ghepmenmos-nomowHuKo8 ne pabomaem, uiu Hem HeoOX00UMbIX Oema.ell,
MO He NOLYYAemcs NPOU3BECMU HYHCHbIE 20PMOHbL 8 HYHCHOM KOauecmae.

Omo u nazvieaemcs «He0OCMAamoyHOCMb 20PMOHOE KOPbl HAONOYEUHUKOBY,

UnU «<HAONOYEUHUKOBAA HEOOCHANOUHOCHIb).

o Aymoummynnan naonoueunuxkogan Heoocmamounocms, unu bonesnv Aooucona.
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Takoii 6U0 HAONOUEUHUKOBOU HEOOCMAMOYHOCMU 6Cmpedaemcs u 'y oemetl, Uy 63pocivix. B

IMUX CAYYaAxX  «pabpuka npouszeo0Cmea 20PMOHO8Y» 6 HAONOUEUHUKAX — NPOCHO

Paspyuunacs. dmomy 6uHot Modcem Obimb aAYMOUMMYHHbIL Hpoyecc, 8 pe3yibmame

KOMOpO020 8bIpabamvl8alomecs  «aAymoaHmumenay - 8ewjecmsd, Komopvle Ho «OuudKe»

svlpabomana coOCMEEHHAs UMMYHHAA CUCmeMa NPOMUE CEOUX Jice HAONOUeYHUKos. B

9MOM BUHOBAMbI CHOBA 2eHbl. MHoeda, 2opazdo pedce, HAONOYEUHUKU PA3PYUWAIOMCA 6

pe3yavmame KpoGOUIUAHUS, UHGeKyuu (mybepkynesz u opyeue) uiu Onyxo.u.

o Xupypzuueckoe yoanenue HaONO4eUHUKOG (A0PEHANIKMOMUA)

bvisaem, umo xupypeam npuwinocsy yoanume 006a HAONOYEYHUKA , YMOObI Gbliedums Om
opyeoti 6oiee onacHou 6oae3Hu.

o bone3nu cunogusza

Haonoueunuxu mocym nenpasunvno pabomams makdice npu OONE3HAX 2unopusa.

T'unoghusz evipabamvieaem 6adicHvlil 051 HAONOYEUHUKOE AOPEHOKOPMUKOMPONHBILL 2OPMOH

(AKTT), xomopuviii cmumyaupyem pabomy naonoveynuka. Eciu 6 pezynomame 3abonesanuii

eunoguza AKTI ne xeamaem, «300posvie» HAONOYEUHUKU He NOYUAIOM «KOMAHOY CEEPXY»

u nepecmaiom @vlpabamvliéamev Kopmuzol. Bpauu mazviearom smo «emopuunasn

HAONOYEYHUKOB8AS HEOOCMAMOYHOCHIb).

Toumu 6cee0a 015 mozo, ymoobbl yCMAHOBUMb MOYHYIO NPUYUHY 3A00]1e8AHUS, HEOOXO0OUMO
npogecmu  CNOJMCHbIE UCCIe008AHUSL KPOBU NAYUEHMA: 2eHemuyeckue UCCie0o8anus - HOUCK
«NOJIOMOKY (Mymayuil) 8 2eHax, u/uiu anaiu3 Ha cneyughuieckue aymoanmumenda 8 Kposu.

Kaxk sicumes , echu naonoueuynuxu ne pabomaiom?

Cywecmeyiom nekapcmea, Komopwvlie NOIHOCMbIO 3aMeHam Hedocmaruue 20pmonsl. Takoe
JledeHue Ha3vl8am «3amecCmumebHas mepanusy.

Ipenapamul, Komopvie 3aMeHAI0M KOPMU3ZOIL.

o Tuopoxopmuszon (Kopmeg)

. Kopmuszona ayemam

o IIpeonuszonon

Ilpenapam, komopulii 3amensiem anbOOCmMepoH:

o Kopmuneghgh (¢propuneghgh)

Ilpooonxcumensnocms  Oeticmeust  dmux — mabiemox  (épems, KoOmopoe 6euecmeo
npooondicaem oOelicmeosams 8 opearuzme) om 6 00 12 uacos, nosmomy HeobX00UMO NUMb UX
HeCKOIbKO pa3 6 OeHb.

Kopmeg u xopmusona ayemam naoo npunumams 3 paza 8 0eHb (pedce OOKMOP MOX4cem

HAa3Hayumov npuem 2 paza 8 0eHv)

43



Ilpeonuzonon nado npunumams 2 paza é 0emv

Kopmuneghgh naoo npunumams 2 pasza 6 oens (pesice 0okmop naznavaem I pas 8 deHv)

Hosbl u pexcum npuema (CKOIbKO paz 6 OeHb U 6 KaKoe epems) nopekomenoyem Bam
00KMOP-9HOOKPUHOO2.

BCETJ]IA naoo npunumams nekapcmea 8 HasHauenHoe 8pems. IIponyck npuema nexapcme
Moxcem bvimb ouenb onacen 01a Bac. Ecnu éce oice Bul ciyuaiino nponycmuau npuem, gvineime
003y nosoice Uil 08e 003bl 0OHOBPEMEHHO
Ilpu pe3xkom yxyouwieHuu CcOCMOSAHUSL — CUTbHOU CAabOCmu, MouiHome, 0OMOpOKe cy0opo2ax,
nomepe CO3HAHUs U NOGMOPHOU PEOMe - 8600UMb GHYMPUMbBIUEYHO CYCNEH3UI0 2UOPOKOPMUOHA
unu cony-xkopme 50-100 me ona oemeii cmapwe 5 nem u g3pocavix (50 me demsm 0o 5 nrem) 0o
npuesoda bpueadsvl CKOpoil NOMOWU.

Ecnu Bam npedcmoum xupypeuueckoe émewiamenbcmeo (onepayus), nocogemyliimecsb ¢ Bawium
ookmopom. Koppexyus 0o3vl 3ae6ucum om maxicecmu onepayu

A 0ondncen umems ¢ co60l UHGPOPMAYUOHHYIO KAPMOUKY, Opaciem uiu 3HAYoK, 20e yKa3aHo, ymo s
cmpaoaro HAONOYeUHUKOBOU HeOOCMAMOYHOCMbIO U NOAYYAI0  3AMECMUMENbHYI0  Mepaniio
(noopobhee cm. Hudice).

3auem Hyyscno Hocumb npu cebe ono3nasamenbHble 3HAKU C MEOUUUHCKOIU
ungopmavuen?

Omo Heobxooumo, umodwvl modu u epauu, komopvie Bam 6yoym nomozcamv 6

IKCMPEHHO, CUmMyayuy 6bICMpPo ONPedenUn, Ymo HeodXo0OUMo 0eramay.

Bo epems kpusa Bvl modxceme nomepsame co3nanue, NO3MOMY 4pe38bluaiHO 8AHCHO, YMOObl
00U, KOmopble OKA3ANUCL CAYYAUHO 6 3MOMm MOMEHm pAo0oM, 3Haau, 4mo Bei nomyuaeme
3amecmumenbHyr0 mepanuro uOpOKOpmMuU30OHoM(2noKokopmukouoamu). Eciu npouzowno umo-mo
Henpeo8UuoeHHoe, U bl He Modceme cooOWuUmy 0 MOM, YMO 8aM He0OX0OUM 2UOPOKOPMU3OH, 8AM
He OKAJCYM C80E8PEMEHHYIO NOMOWb, YMO MOMCEM OblMb ONACHLIM 018 8aulell HCUZHU.

Kakue mozym 0vimb onoznasamenvhnule 3HaKu?
bpacnemnwi, kynonwvi, kapmouku, 3nauxu. Kaxywo unghopmayuro onu 0onsxicuwt cooeprcams?
HUwmsa, Pamunus
Ecnu s 6e3 cosnanus uau y MeHs cyoopoeu,
psoma, ouapes, 6Oped, mue CPOYHO Heobxooumo
coenamv  UHBEKYUto 2uopokopmuszona 100 me
GHYMPUMBLULEYHO UNIU 6HYMPUBEHHOIO.
IIpomeonenue onacno ona sncuznu!

Teneghon Ons cés3u ¢ OIUBKUMU UTU BPAYOM
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Baxuyunayusa

HanmoueyHnkoBasi HEJOCTATOYHOCTh HE SIBJIICTCSI MMPOTHUBOIMOKA3aHUEM IS BaKIIMHAIIWU.
Yacmo Oemsam u 63pOCabIM, KOmopble CmMpaoarom HAONOYEeUHUKOBOU HeOO0CMAamo4HOCMbIO,
OMKA3bl8aOM 6 BAKYUHAYUU, OOBACHAAL MO MeM, YMO UX COCMoAHUe Moxcem yxyouumscs. /s
9MO20 ymeepi#coeHusi Hem HUKaKux ocHosanuu. Ha ¢one pazeumus ocmpoeo unghexyuonnozo
3a601e8aHUA 8EPOAMHOCMb PA3GUMUS KPU3A HAMHO20 Gblle.

B oOenv esakyunayuu 6 cayuae YXYOUleHUs CAMOYYECMEUS HAOO VBEIUUUmMb 003y
2UOpoKopmu3ona (kopmega, KOpmuzoHa ayemama) 8 2 pasza, 3amem npu Xopoulem camody8cmeuu
cpazy 6epHyms 00bIYHYIO 003).

Cnopm

HanmoueuyHnkoBasi HEJIOCTATOYHOCTh HE SIBISETCS TMPOTHUBOMOKA3aHUEM IS 3aHATHH
crioptoM. YeloBeK, KOTOPBIA PETyJIIPHO NMPHUHUMAET HA3HAYCHHYI0 3aMECTHTEIIbHYIO TEPAIIHIo,
MOJKET 3aHMMAThCSI CIIOPTOM TaK K€, KaK W 370pPOBbIi 4enoBeK. OObIYHBIC (PU3HUCCKUE HATPY3KU
(pu3kyabTYypa B IIKOJIC, CIOPTUBHBIC HIPHI BO JBOPE) HE TPEOYIOT JOMOJIHHUTEIBHOW 03B
nekapcTB. Ecnu pusnyeckue Harpy3Ku OYeHb OOJIbIINE, UK, HATIPUMED, TPEICTOIT COPSBHOBAHUS,
TO 103y TUAPOKOPTH30HA (KopTeda, KOPTU30HA-alleTaTa) HaJ0 Ha 3TO BPeMsl YBEIUUUTh B 2 pasa.

Haoo yyumwieams, umo upesmepHo mpasmamuuuvie Ul IKCMPeManlbHble 8Udbl CHOpmMda
co3oarom bonee 8bICOKULL PUCK PA3BUMUSL OCMPOU cumyayuu 0Jis 1100020 4elo8eKd.

Bepemennocms u poowt

JKenmuyHa ¢ HaAMOYECUYHUKOBOW HEIOCTATOUYHOCTHIO MOXKET BBIHOCHUTH OCPEMEHHOCTh U

pOIUTh 370poBOro pedeHka. Jlo3a THUAPOKOPTHU30HA TOBBIMIACTCS OOBIYHO B TPEThEM

TpumecTpe OepeMeHHOCTH B 2 pa3a. Eciam camodyBCTBHE Xopoliee, TO /1032 MOXKET

0CTaBaThCs O€3 N3MEHEHUH.

Joza ¢uynpokoptuzona (kopuHedda) MOXKET MOBBIIATHCS B 3aBHUCUMOCTH OT YPOBHS
KaJIisl ¥ apTEPUATBHOTO JaBJICHUSI.

PexomMeHyeM HaCTOSTENLHO HAOIIOACHUE YHIOKPUHOJIOTa BO BpeMs OepeMeHHOCTH | pa3 B
2 MecsIa WK Yalle, eClId TaK CYUTAET Bpad.

Bo epems pooos neobxooumo esecmu 100-150 me 2u0pokopmu3zoHa 6HympueeHHo

Heobxo0umo obs3amenvro npedynpedums 8pavei-aKyuepos, Komopvie NPUHUMAarom poobl,
0 MOM, UMO HCeHWUHA NOTYYAem 3aMeCMUMENbHYI0 Mepanuo KOPMuKoCmepouoamu.

Cnocob pooopaspewienus uHo20a 3a8UCUmM OM KOHKPEMHOU GHOpMbl HAONOUEUHUKOBOLU
HeooCmamouHocmu (0COOEHHO 8AJHCHO NPU AOPEHOLEHUMAILHOM CUHOPOME), 3MO HAO0 00CyOumbs
3apawnee ¢ aKyulepom-eUHeKoa020M U IHOOKPUHOLO2OM.

HUmeemcs nu puck pazeumus maxozo dce 3a001e8aHusi y pebeHKd, cMOodcem paccKasamo

Bam cenemux unu 3H()0KpuHOJZ02, eCciu uzeecnHa npudurna HAONOYEYHUKOBOU HeOOCMAMOYHOCHIU.
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Kpu3z naonoueunukogoii nedocmamounocmu

Cumnmomsl HAONOUEUHUKOBO2O (AOPEHANI08020) KPU3A.:

) Towrnoma, peoma, noHoc
° Pesxkas cnabocmo
) Tonosokpyarcenue
o Iomeps coznanus

o Cyoopoeu
Ymo oenamp?
L KAK MOKHO BBICTPEE CHEJIATh HHBEKIIHIO TH/[POKOPTH30HA
(UJTH COJIY-KOPTE®A)
2. BBI3BATbH CKOPYIO IIOMOII]b
BAKHO:
o Hmemv npu cebe BCEIJIA «unabop 0aa IKCmpeHHOU nomowiuw» (amnyay c
2UOPOKOPMU3OHOM ULU CONY-KOpmepom, u winpuy 011 UHbEKYuUil)
o Umembv npu cebe onoznasamenvHulii Opaciem (Uau 3HAYUOK, KAPMOUKY) C
YKazanuem, umo Buvl nonyuaeme zudpoxopmu3zon
o Yem bvicmpee 6yoem coenana unvekyus 2UOPOKOPMuU3ona, mem ayuuie!
O Bwi mooiceme coenamov uHwvekyuro cebe camu, uau 1000U Yen08eK, HAX0OAWULUCA PAOOM C
Bamu, mooicem coenamv Bam unvexyuro
Habop ona ykcmpenHoit MeouyuHcKou nomowu
BCETI/[A oonotcen ovitmo ¢ coboit!!!
Cocmas:
1. Amnyna c euopoxopmuzonom (unu amnyia ¢ coiy-kopmeghom)
2. llnpuy ona enympumvluieyHvlX uHvekyuu 2 ma (BrHumanue: uHcymunosvie wnpuysl He
nooxoosim!!)
3. Cnupmosas canghemka

4. Ilnacmuips

Kakxue mozym 6vtmb 0cnoxcnenus om 0numenbHo20 npuema aekapcmae?

Ocnosicnenuss ~ om  HOCHMOAHHOU  NOJMCU3HEHHOU  3AMEeCHMUMENIbHOU  mepanuu
2/IIOKOPKOPMUKOUOAMU U MUHEPATIOKOPMUKOUOAMU MUHUMATIbHDL.

Kax mul yoice pacckazanu, 6e3 Kopmu3zona 4eno8ex Humov He Modicem. 3amecmumenbHas
mepanus HAanpaeieHda Ha mo, 4modvl BOCHOIHUMb HeOOCMAarwue Op2anu3my 2opmMousl. J{o3wl,

Komopble nod6upaiomc;z 0Nl KAMCO020 nayuesma ¢ HAONOYEUYHUKOBOI Hec)ocmamowocmbio,
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MAKCUMATLHO NPUOIUNCEHbL K (PUBUOIO2UYECKUM (MO eCMb edCeOHe8HAs. 003d NPUMEPHO PAGHA
MOMY KOIUHECMBY 20PMOHA, KOMOPOe 6 HOpMe OOJHCHO 8blpabamvléamvCs Y 4el08eKd KaxicOblil
OeHb).

Ilpenapam  2uopokopmuszon  (kopmegh)  NpaAKMuyecku  NOAHOCMbIO — UOCHMUYEH
HamypaibHOMy KOPMuU30JLy.

Kpamrospemennoe nosviuienue 003vl Ha épemst 6OAE3HU UTU CMPecca 8peda He HAHOCUN.

JlnumenvHolil HeNpasuIbHbIL NPUeM, HAMHO20 3A6bIUEHHBIE 003bl JEKAPCMS, KOHEUHO,
npueoosim K noOOYHLIM dPpexmam — 3amediieHue pocma, yeeiudenue Maccobl meid, nosbluleHue
apmepuanrbHo20 0asleHUs, NO8bluleHUe XPYNKOCmU Kocmell (Mo ecmb CHUMCeHUe NIOMHOCMU
KOCMHOU MKAHU), Kamapakme u caxapromy ouabemy. Imoco MOACHO uzbexncamop, eciu npasuibHO
NPUHUMAMb NPEnapamvl U pe2yisapHo KOHCYIbMUPOSAmMbCsi ¢ 00KMOPOM-IHOOKPUHOTIOSOM.

Ilpenapamul  21I0OKOKOPMUKOUOOE MO2YM  paA30pANCAMb  CIUSUCIYVIO HCENYOKA, Gbl3blEds]

cacmpum. PeKOMeH()yeM npuHumams mabnemku nocie eobl UIU 3anUCAmb MOJIOKOM UL KUCELEM.
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Ipuioxenue I'l1-I'N. IIIkajbl OlleHKH, BONPOCHUKHU U IPyIrue OLEeHOYHbIEe
HHCTPYMEHTbI COCTOSHUSA MALMEHTA, NPUBEACHHbIC B KIMHUYECKHX

PEKOMEHIANIUAX

He npenycmorpeno



punoxenue /I. ®opma peueH3uu AJas 0(popMJIeHHS NIPeIT0KEHUH U

3aMeYaHuii K MPOEKTY KIMHUIECCKUX peKOMeHIlalll/Iﬁ

Penensuss Ha DOPOEKT  KIMHUYECKUX  PEKOMEHIALUN IleppuuHas  XpoHHYECKast
HaJIIMOYE€YHUKOBAsI HEAOCTaTOYHOCTD "

®amunus 1.0.:

KonrtakTHbIE 1aHHBIE!

MecTto paboThI:

JIOIDKHOCTB:

Jlara 3anonHeHus:

1. IlpencraBnennbiii npoekt KP " IlepBuunas XpoHHueckas HaAIIOYEUHUKOBAs
HegpocTatouHocTh "Bam nonsten? JTA/HET

2. Bame ortHomeHue k 3Hauumoctu KP IlepBuuHasg XpoHUYECKas HAAIOYECYHUKOBAS

n

HEJI0CTaTOYHOCTh UL cUCTeMBbl  31apaBooxpaHeHuss  Poccuiickon — @epepauuu:

3. IlpencraBinennbiii npoextr KP " IlepBuunas XpoHMueckas HaAlIOYEUYHUKOBAs
HEIOCTaTOYHOCTh " OyzZer mone3eH (Oecrosie3eH) sl MPaKTHUECKOTo 3/PaBOOXPAHEHUS, U B

yeM €ero MoJb3a (oTcyTcTBUE OJIB3BI, Bpen)?

4. IlpencraBnensbii  mpoekt KP " IlepBuuHas  XpoHuYeckas  HaANOYEUYHUKOBas
HEZ0CTaTOYHOCTh « COOTBETCTBYET (IIPOTUBOPEUNT) 3aKOHOAaTeNbCTBY Poccuiickoit denepanun
WK (1) 3aKOHOMATENBCTBY cyObekTa Poccuiickoit deneparun) (€ciny NpOTUBOPEUHT, TO KAKHM

HUMEHHO JIOKYMEHTaM u B géM).

5. IlpeacraBnennwlii mnpoexkt KP " IlepBuuHas XpoHMYecKas  HaANOYECYHHKOBAS
n

HEJIOCTAaTOYHOCTh " COOTBETCTBYET (HE COOTBETCTBYET) CIIOKHUBLICHCS TUIIMYHOM MpPaKTUKE B

3npaBooxpanenuu Poccuiickoit denepaiuu (eciii He COOTBETCTBYET, TO B UEM).
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6. Ykaxure JIpyrue coobOpakeHus, MIPEIOKEHUS:

7. B ciydae Hecoryacusi ¢ OTAeNbHBIMU nosoxeHusiMu npoekta KP " IlepBuunas xpoHnyeckas
HAAMOYEYHUKOBAass HEJOCTATOYHOCTh " MPEUIOKUTE CBOM BapHUaHThl C YKa3aHUEM CTPAHMLBI U

IMYHKTA4, OTHOCHUTCJIBHO KOTOPOTO MPCAJIOXKCHBI HU3MCHCHUA (O(bOpMJI}IeTCSI B COOTBCTCTBHUU C

Ta0IHUIICH).
Ne /i Howmep [Ipunoxenue O6ocHoBaHMe Ucrounuku
CTpPaHUIIBL, WIH 3aMEUaHue | MPEIIOKEHUS JTUTEPATYPHI,
Ha3BaHHE WM 3aMEUYaHusl | MOATBEPKAAIOIINE
MTyHKTA MIPEITIOKEHUS WA
3aMeuyaHus

[Ipocum Beicnath Bamy peunensuro Ha agpec leila.sozaeva@gmail.com B cpok mo «14»

aBrycra 2022 r. BKIIOYUTEIBHO.
B cooTBeTcTBHM CO CIIOKMBLICHCS MEXIYHApOIHOM IPAKTUKOM B Cilydae OTCYTCTBUs Bamen

PCUCH3UU TMPUHUMACTCA PCIICHHUEC O TOM, 4YTO Brr cormacHbel co BceMH ITYHKTaMH

MNpEACTABJICHHOTI'O IIPOCKTA.
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